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Pestome. Pozenanymo diaenocmuunuii aneopumm, wo 6KAIOMAE KOMNACKCHE 00CAIONCEHHS, 00TPYHMOBAHA HEOOXI0-
HICMb OYIHIO6AMU OMPUMYBAHI pe3yAbmamu 3 ypaxy8anHsaM 6iKy U cmami OUMmuHuU, po3easHymi 0cobaugocmi eedenns
dimelil i3 namoaoziero neuinKu i Mexaizmu 0ii ypco0e30Kcuxonegoi Kucaomu Ha opeanizm M00UHU, NOOAHT pe3yabmamu
KAIHIYHUX 00CAI0dCeHD | CROCMEPeNCceHb w000 BUKOPUCIAHHS NPenapamy ypcoo0e30Kcuxoneoi Kuciomu 04s AiKy8anHs

dimelil 3 ypaxceHHAMU NeHiHKU.

Ki1040Bi ciioBa: ypcodesoxcuxoneea kucroma; dimu; 3ax60po6anus ne4inku

Y 3B’3Ky 3 TUM, 1[0 OCTAHHIM 4acOM CIOCTePiraioTh-
Cs1 HEYXMJIbHE 3pOCTaHHS KiJIbKOCTi BUIAJIKiB XPOHIUYHUX
3aXBOPIOBaHb MEYiHKM, IMPOrPECyOUnii epedir 3aXxBopro-
BaHb, iICTOTHI YCKJIaJIHEHHSI, HECTIPUSITIIMBUI ITPOTHO3, BU-
HUKa€e HEOOXiTHICTh MOJAIbIIOI oNTUMI3alii ix 6a3ucHol
Teparmii [3, 19].

IlincTaBoro, 110 BU3HAYA€E TEpaIlilo XpOHIYHMX 3aXBO-
pIOBaHb MNEYiHKM B AiTeli, € HO30JIOTIYHUI IPUHLIMII, TOO-
TO BUAJIEHHST OKPEMUX HO30J0TiYHUX (pOPM 3aXBOPIOBAHb
i BIIMOBIIHO 10 LILOrO YCYHEHHS €TiONOriuHuX (hakTopiB
a00 KopeKllis maToreHe3y 3aXBoproBaHHs |3, 7].

Jly>Xe BaXJIMBUM € paHHE PO3ITi3HABaHHS 3aXBOPIOBAH-
H$I, 110 TO3BOJISIE YHUKHYTU MPOTPECYBAHHS AUCHYHKILIT
MEeYiHKMU, pOOUTh MOXJIMBOIO YCITIIIIHY METaOOJiuHy ITiI-
TpUMKY AuTUHU. OcoOMBe 3HAUCHHS 1Ie Ma€ JUIs JiTeit
MEPIIOTro POKY XUTTS, 00 iX rermarobijiapHa cUCTeMa YyT-
JIUBa 10 TIOUIKOMKEHHSI Yepe3 He3pislicTb MeTaboJiYHUX
MPOIIECiB, HEMOCTATHICTh TPAHCIIOPTY MPOTEIHIB a00 3Mi-
HU GyHKLiT opraden. i ocodimBocTi mpu3BOISTH 10 3Mi-
HU IIPOHUKHOCTI Y1 Hee(DEKTUBHOCTI TPAaHCIIOPTY B MeXKax
CUCTEMHU, 110 CIIPUSIE TMOYaTKy abo XpOHi3allii xoiecTasy
[14, 15, 28].

CBoeyacHe pO3IMi3HaBaHHS TSKKOTO 3aXBOPIOBAHHS
MEeYiHKU B IUTUHMU 3aJTMIIAETHCS CEPHO3HOI0 TTPOOIEMOIO,
aJike B OLTBIIOCTI BUMAAKiIB MalOTh Miclle (haKTUYHO iieH-
TUYHI MOYATKOBI MPOSIBU 3aXBOPIOBAaHHS, iHOMI — MiHi-

MaJibHa KJIiHiYHA KapTMHA 3 0OMEXEHOI KUJIbKICTIO Mpo-
gaBiB. HasiBHICTb Xe BeJMKOI KiJIBKOCTi Pi3HOMaHIiTHUX
MO03aIe4iHKOBUX CUHAPOMiB MAacKy€e OCHOBHE 3aXBOPIO-
BaHHs. Y JeIKUX BUIMAAKAX JiKap MOXKe 3aIliqo3pUTH 3a-
XBOPIOBaHHS MEYiHKU B JUTUHU 3 KOBTSIHULICIO, TeMaTo-
MeTaJli€lo, KoaryJjornari€lo; B iHIIMX BUIAAKaX 1€ MOXe
OyTM BUIMAAKOBE BUSBICHHS BiIXWJICHb MPU OOCITiIKEHHI
CHpOBaTKM KpoBi. BimxmieHHs Bim HOpMalbHMX J1abopa-
TOPHUX MOKA3HMKIB YaCTO € ENMHUM MPOSIBOM SIBHOTO TTe-
YiHKOBOT'O 3aXBOPIOBAaHHSI I MOXe€ BM3HAYaTUCS 3a10BIO
IO MOSIBU TUMOBUX KIIIHIYHUX TTposiBiB [3, 13, 17, 19, 25].

Y niteit mepmmx MicsAUiB XUTTA KJiHiYHA KapTUHa
YpaxXeHHS MEeYiHKM MOXEe BKJIIOYATH XXOBTSIHUYHE 3a0apB-
JICHHS IIKipyA ¥ CIM30BUX O00JOHOK, TenaTojieHaJbHUI
i TeMOopariyHuii CUHAPOMU, TIOSIBY CIa0KO 3abapBIEHUX
YU axoJIiIYHUX BUTIOPOKHEHb, a TAKOX TEeMHOI abo TiHUC-
TOi ceui, 10 0OyMOBJIeHO xoJjeypiet. Ciin 3a3HAYUTH,
II0 HAaBiTh 3a HAsSIBHOCTI eKCTpa- abo0 iHTparemaTuyHOl
0OCTpyKIIii TTeBHA KiJIBKICTh ITIrMEHTY MOXKE MiCTUTHCS
B KaJli HOBOHAPOMXKEHMX 4Yepe3 AeCKBaMallilo KIITHUH Yy
BUITOPOXKHEHHSIX, 1110 MiCTITh mirMeHT. Lle sBuie moxe
MMPOBOKYBaTU XUOHY BIIEBHEHICTb Y BiICYTHOCTi OOCTPYK-
11ii, ajie B LIbOMY pa3i BUIIOPOKHEHHS pO3IanaloThCsl Ha
IIMATOYKH i 00pe BUIHO, 1O MIrMEHT € JIMIIE TOBEPXHE-
BUM, BHYTPIlIIHSI YaCTMHA BUITIOPOXHEHb Yy KpalllOMy BU-
MajiKy Ma€ KoJIip TJIMHU.
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HitK cTapuioro BiKy 3 XpOHiUHMMU 3aXBOPIOBAaHHSIMU
MEeYiHKU B JIESIKMX BUMAAKax HE MarThb MaTOTHOMOHIiY-
HUX CUMIITOMiB ypaxKeHHsI MeYiHKW, MOXYTb Mpe’ IBISITU
CKapru Ha cjla0KicTb, MiABUIIEHY BTOMJIIOBaHicTh. [IpoTe
YUM CTaplla AUTWHA, TUM YacTille B KJIiHIYHIilA KapTUHI
BUPaXEHi I03anevyiHKOBI CMHAPOMU. YCi Mo3anediHKOBi
CUHAPOMM YMOBHO TONiIsAIOTHL Ha 3 rpynu. [lepiia rpy-
na — nog’s3aHi 3 IMYHOKOMNAEKCHUMU Deakyiamu: TaIy-
JIbO3HUM aKpOJAEPMATUT, PELIUINBYIOUI IEPMATUTH, BY3ITy-
BaTa epuTeMa, peluanuByoUa KPOIuB’ THKA, TeMOpariaHuit
BaCKYJIT, BY3JIMKOBMII IepiapTepiiT, MeMOpaHO3HO-IIPO-
JiepaTuBHUI ab0 TYyOyJIOiHTepCTULIaJbHUN TJIOMEpY-
JIOHe(PUT, MeUiHKOBa IJIOMEPYJOoINaTisa 3 HePPOTUUHUM
cuHIpoMoM abo 6e3 HbOro, MeMOpaHO3Ha Hedpomaris,
NOOpOsIKICHI apTpornartii, iHTePCTULIIAIbHUIA ITyJbMOHIT,
iHTepcTUlliaibHUi (hiOpO3 JiereHeBOi TKAHWHU, TUPEOIAUT,
cianoaneHit, cuHapoM lLllerpena, maHkpearomnarisi, Mi€Jo-
CyIIpecist, TpOMOOIIUTOIIEHIsT 800 TPOMOOILIMTOIIATIS, TilTO-
a0o arjiacTUYHa aHeMisl, JIeHKOTIeHisl, IMyHHa LIMTOTEHis.
Jlpyra rpyrna CUHAPOMIB acoyiilo8ana 3 e0pMOHANbHUM OUC-
banancom: MaJUHOBE 3a0apBieHHS SI3UKa, OpyIHYBaTUA
BiITiHOK IIKipH, TOTOBIIEHHS HIrThbOBUX (PajIaHT 32 TUTIOM
0OapabaHHUX NAJINYOK, KAIlIIPUTU, TeJIeaHTieKTa3ii, majb-
MapHa i MjaHTapHa epuTema. TpeTsi Tpyna — CUHIPOMHU,
nog’sa3ani 3 eHOOKPUHHUMU pO31adamu: TPAH3UTOPHI Top-
MOHAaJIbHI pO3J1afy rinogizapHO-roHagHOI CUCTEMM, AUC-
GyHKIIis IUTOMOAIOHOT 3271031, XpOHiUHA iHCYJIiIHOBA He-
JIOCTATHICTh, XpOHiUHA HEIOCTATHICTh HAIHUPKOBUX 347103
[13,19].

3ajexHo Bijl BiKy 3MiHIOEThLCSI He JIMIIIE KJIiHIYHA Kap-
TWHA, ajie ¥ eTiosiorisi 3axBoproBaHHSI TediHKU. OCHOBHI
TPy 3aXBOPIOBaHb TMEYiHKU, 110 CTIOCTEPIraroThCs B [i-
Tel, — TOKCHYHI, iH(peKIiliHi, MeTaOOoIiUHi, aBTOIMYHHI,
CYIMHHI I iH(IIBTpaTUBHI. XPOHIYHI BipycHi rematutu B
i C BUSIBIISIOTHCS B MALIIEHTIB HEe3aJe€XKHO Bif BiKy, 5K i 3a-
XBOPIOBAaHHS I€UiHKM, BUKJIMKAHI €KCIIO3UIIE€I0 TernaTo-
TOKCUYHMX Mpenaparis, i myxaunu [1, 4,9, 11, 19].

Y paHHbOMY IUTMHCTBI HalluacTillle BUSBISIOTHCS
Xxonecmamuuni nopyuents (0iiapHa aTpe3sisi, 110 YacTilie
3yCTpiYaeThCsl B AiBYAT, KiCTa XOJEIO0XY, HEIOCTATHICTh
BHYTPIIIHbOTIEUiHKOBUX JXOBUYHMX ITPOTOK, XBOpoOa it
cuaapom Byler, xBopo6a it cunapom Caroli, cMuHIPOM
Alagille, xonenitia3), idionamuynuii HeoHamManbHUil eena-
mum (OiNbIII MOUMIUPEHUN Cepel XJIOMYUKiB, 0COOJIUBO
HEIOHOIIIEHUX, i AiTeH, IKi HApOAMIUCS 3 HEAOCTATHBOIO
Macolo Tija), a TAKOX 3aX60PHEAHHS, W0 1020 IMIMYHOMb
(kicTo3Huit (pidpo3, HEAJOCTATHICTD O- | -AaHTUTPUIICUHY,
TiMOMiTyiTapu3M, TiOTUPE03, TeMOCUIEPO3), iHpeKuyili-
Hi il Memaboniuni 3axeoproeanns (cuHapoM Zellweger, mo-
PYLIEHHSI MeTa00J1i3My >KOBYHUX KUCIOT, TUPO3UHEMIs,
xBopo6a Niemann — Pick, rajakrosemist, GpyKkTo3eMisi,
XxBopoba HakomnmuyeHHs miikoreny IV tuny), mpusanre
napenmepanvHe Xap4yeants. Y NESIKUAX BUMAIKaxX XOJec-
Ta3 Mae QYHKIIOHATbHUI XapaKTep — MpHU TinmoauHamii,
TiMoToHii, cTpeci, ToJIoAyBaHHi, MOPYILIEHHI pexXuMy
XapuyyBaHHS, TePEOXOJIOIKEHHI, MPUIOMi JIiKiB, i po3-
BUBA€ETHCS B pe3yIbTaTi MOTOPHO-TOHIYHOI AUCHYHKIIIT
JKOBUHOTO MiXypa, 3KOBYHUX IIPOTOK (BHYTPIITHBLO- i TTO-
3amediHKoBuX) i cinkrepiB: Onni, JliorkeHca, Mipimi
[17-20].

[lirmeHTHI remaTo3u € BPOMIKEHUMM 3aXBOPIOBAHHSI-
MM, ajie 1iarHOCTYIOThCSI B OLIBIIOCTI BUMAJKIB Y Pi3Hi Bi-
KoBi nepioau: cuHapoM Kpirnepa — Haiisipa — y nepiii
JTH1 XUTTS, cUHAPOoM Kuipbepa — rnepeBaxHo B MiJTITKO-
BOMY Billi, cuHapoM [labina — /IxkoHcoHa — PoTtopa — He-
3aJieXXHO Bi BiKky [6, 8, 12, 26].

VY niTeit crapiioro BiKy ¥ MiAJIiTKIB yacrTilie 3ycTpiva-
10TbCs aBTOIMYHHUI renatuT (AlT'), HeaKorosibHA XXMPOBa
xBopoba neuinku (HAXKXII) i xBopoba Binbsamca [24, 27].
Ha aBToiMyHHMII remmaTuT y MepeBakHill OiIbIIOCTI XBOPi-
IOTh AiBUaTa, 0COOIMBO 3a HAsIBHOCTI B aHAMHE3i aKkHe, ap-
TpUTY, aMeHopei. Xoua JaHa HO30JI0TiUHA OMMHUILISI TAKOXK
3yCTPIYa€ETHCS Y XJIOMUYMKIB i AiTeil Mosoaioro Biky. Tak,
i HAIIMM HAIISIAOM MepedyBa€ XJIOMYMK i3 TiCTOJIO0riv-
HO MiATBEPIAKEHUM aBTOIMYHHUM TeMaTUTOM, Yy SIKOTo B 4
poKM 3’sIBUJIACcsl HEBMOTMBOBaHA C1a0KiCTh, a MpU 00CTe-
>KEHHI BUSIBJICHI TeIaToJiEHaJbHUN CUHIPOM, CUHIPOM
LIMTOJIi3Y, XOJiecTa3y, BUCOKi TUTPU CIeu@iYHUX aBTO-
aHTuTi. fIK 3a3HavyeHo B pekoMeHnaitisix EASL (2015),
aBTOIMyHHMI TENaTUT CIIOCTEPIra€ThCsl B OyIb-SIKMX T10-
IMYJIAALISIX 1 BCiX BiKOBHMX rpymax. JliarHocTMKa aBTOIMYyH-
HOTO TeIaTUTy IPYHTYETHCSI HA aHali3i KIiHIYHUX IIpO-
SIBiB, TAaHMX JJa0OPaTOPHUX Ta IHCTPYMEHTAJIbHUX METOMIB
IOCTiIKeHHs. Y 3apyOikKHill JiTepaTypi BOHM OTpHUMAaIu
Ha3By «HISORt-kputepii» (Histology, imaging, serology,
other organ involvement and response to corticosteroids),
00OB’SI3KOBUM € BUSIBIEHHS IUPKYJIOIOUMX aBTOAHTH-
Ti1 ANA a6o SMA + > 1:20; LKM + > 1 : 10; ANCA;
SLA/LP), acoiiifioBaHuX i3 MOJIKJIOHAJIBHOIO Tilepram-
MarnobyniHemiero (IgG abo y-roOysiHM), i HasBHICTh
XapaKTepHOI TiCTOJOTIYHOT KapTUHU 3a BiJICYyTHOCTI Map-
KepiB BipycHoro rematuty. HeoOximHo 3a3HaumTH, 110
aHtTu-SLA/LP — enuni aBroaHTtuTiNa, crneuudiyHi aas
AlI, MaloTh BUCOKY MiaTHOCTUYHY 3HAYYIIiCTh, 110 He3a-
JIEKHO BiJl TUTPY JO3BOJISIE BIIEBHEHO [1iarHOCTYBAaTU 3a-
XBOPIOBaHHS. Y NESKMX BUMAAKaX TUTPU U crielu@pidyHiCTh
aBTOQHTUTIJI MPOTITOM XBOPOOU MOXYTb 3MiHIOBAaTUCS, Y
NiTe TUTPU MOXKYTb CJIY>KUTH LiIHHUMU OioMapKepaMu aK-
TUBHOCTI IIPOLIECY i MOKa3HMKOM BilIIOBi/i Ha JIKyBaHHSI.
Y 6inbiuocTi gitedt Mae Micue criBicHyBaHHsI o3HaK All i
MEPBUHHOIO CKJIEPO3YKUYOIro XOJAHTITY ab0 SIK MiHiMyM
BUPaXXEHUI XoJjecTa3. ArpecUBHUII TIepedir 3axBOpro-
BaHHSI, JIaHi Mpo Te, 1110 HeBYacHa JiarHOCTHKA TIOTipIIye
MPOTrHO3, OOIPYHTOBYIOTh PaHHE 3aCTOCYBaHHSI MeIMKa-
MEHTO3HOI Tepalrii — 3 MOMEHTY BCTAHOBJICHHS JiarHO3Y.
Ha croromni BciM miTsam i3 miarHoctoBanuMm AllT mpusHa-
Ya€ThCS IMYHOCYTIPECUMBHA Tepartis, 1110 TOBUHHA TPUBATU
MiHiMYM 3 pOKM i He MeHIIIe Bia 24 MiCSIIiB Mic/sd MOBHOI
HopMaJizauii piBHs amiHoTpaHcdepas i IgG [7, 28].

3a ouinkoto ekcrieptiB BOO3 (2017), oxupiHHS € o/-
Hi€l0 3 TJI00AJbHUX IMPOOJEM CYy4aCHOTO CYCHiIbCTBA: A0
15 % miteit MarOTh 1ie 3aXBOPIOBAHHSI, i IX YMCJIO HEBITUH-
HO 3pocTa€. 3a OCTaHHI TpM NECSATWITTS KiJbKiCTh IiTei
3 OXMPiHHSIM 3pocia Oinblie HiX y 15 pasiB. OXupiHHS
€ BaXJIMBUM (aKTOPOM PU3MKY BMHUKHEHHSI TaCTPOCH-
TEPOJIOTIYHOI MATOJIOTii, 30KpeMa HEeaJKOTOJIbHOI XXUPO-
BOi XBOpOOM MEUYiHKM, 1110 3yCTpiuaeThcd B 68 % miteit 3
oxupinaaMm [16]. Po3spisHsioTh aBi Mopdosioriudi hopmu
HAXKXII: neankoronpHuii xupoBuii remaro3 (HAXKT) i
HeankoroiabHuii crearorenatur (HACT). 3a BimcyTHocTi
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JiKyBaHHS BinOyBaeThcs TpaHcdopmaltiss HAXKI y HACTP
i3 MoAaJIbIIMM PO3BUTKOM (pidpo3y it Mpo3sy. Y diTepatypi
oIMcaHi criocrepexeHHsi, konu Ha ¢oHi HACT y niteit Bi-
KOM 6—8 POKiB PO3BHHYBCS LIMPO3 MeYiHKM [ 15].

Hepinko 3ycTpivyaloThes SIK TOCTPi — TPUBATICTIO 10 6
MiCSI1IiB, TaK i XpOHiUHi JiKapChKi renaTuT — TPUBATICTIO
rmoHaj 6 MicsiB. J{iarHOCTYEThCS JTIKAPChKUI TeMaTUT BiJl-
MOBITHO 10 MiXXHAPOIHUX KPUTEPIiB OLIHKU JiKapChbKUX
ypaXkeHb TEYiHKHU: HASIBHICTb iHTepBay MiX IIPUIOMOM
mperapary i pO3BUTKOM IeaTOTOKCUYIHOI peakilii Bix 5 1o
90 nHiB; HOpMasti3allisi piBHS MEeYiHKOBUX (PEPMEHTIB Mpo-
Tsirom 30 AHIB A1 remarolentonsipHoro i 180 qHiB — mist
XOJIECTATUYHOTO YPaXXKE€HHS TEUYiHKU; BUKJIIOYEHHS allb-
TEPHATUBHOI IPUYMHMU LILIIXOM JETAIBHOTO OOCTEXKEHHS.

PetenpHo 3i0paHuit aHaMHe3 MOXe CTaTU IiAKa3Kolo
IIOJ0 iCHYBaHHSI ¥ TUITy 3aXBOPIOBAaHHSI TEYiHKW: Ha-
SIBHICTh TE€MOJiaJli3y, XipypriYyHuX BTpy4yaHb, OTPUMAaHHSI
npenapariB KpoBi, BAKOPUCTAHHS TeMaTOTOKCUYHUX Tpe-
mnapaTiB, HapKOTUKIB a€ MOXJIMBICTH ITiZO3pIOBATH iH-
ek1ito a00 TOKCUYHE YPaKeHHS.

Koo maTonorivHmnx craHiB ITeYiHKHY IyXKe ITIPOKeE, ajie
OLTBIIICTh 3aXBOPIOBaHb CYMPOBOIXKYIOTHCS TTOPYHIEHHSIM
¢yHkuii nevinku. [1pu mimo3pi Ha 3aXBOPIOBaHHS IMEYiHKKI
MpU3HAYAETHCS crieln@idyHe TOCTiIKeHHS (YHKITiT mediH-
ku (Liver function tests — LFT) ns ii oninku. ITocninoBHO
CMOCTEpIiralouu B IMHaMIlli i OLIHIOIOUM IaHi TOKa3HUKH,
MOXHA OTpUMAaTU iH(OpMAIlil0 1IOI0 MPOTHO3Y, peakilil
Ha Teparilo i ctyneHs nucdyHkuii nediHku. OaHaK TecT
LFT He € MOBHIiCTIO TOYHUM, OCKUJIBKM Cepel HU3KU 3a-
3BUYAl OJIEPXKYBaHUX MapaMeTpiB TUTbKM IBA € ICTUHHUMU
MOKa3HUKaMUM TIeYiHKOBOI (YHKIIII — MpoTpoMOiHOBHUIA
yac i piBHi CHpPOBAaTKOBOTO aJIbOYMiHY, O0MABa OLiHIOIOTh
CUHTEeTUYHY (DYHKIIiIO IEYiHKM. YCi iHIIII IO CYTi € HemIpsI-
MUMU TIOKa3HUKAMU TEYiHKOBOI (DYHKIIii, 0arato 3 HUX
3MiHIOIOTBCS 1 B IHIIMX CHUTYyallisIX, OKPiM 3aXBOPIOBaHHS
MEeYiHKMU.

IlinBuinenHs anaHiHamiHoTpaHcdepasu (AJIT) Ginbia
cneuuiyHe g HAsIBHOCTI 3aXBOPIOBaHHS II€UiHKU,
OCKUIBKM 1i BUSIBJSIIOTH TiIbKM B HU3bKili KOHIIEHTpALLil
B iHIIMX TKaHuHax. HaBmakwu, acrapratamiHoTpaHcde-
paza (ACT) micTuTbCSI Y BUCOKMX KOHIIEHTpallisx y Oa-
raThbOX TKaHWHAX, BKJIIOYHO i3 CEpUEBUMU i CKEJICTHUMM
M’s13aMM, HUPKaMHU, MiIIITYHKOBOIO 3aJ03010 i €pUTpO-
LIUTaMU, TOMY TIpY i30JIbOBAHOMY i IMiABUILIEHHI ITOTPiIOHO
BUKJIIOUUTH iHIII 3axBopioBaHHs. KoeH3nuMoM 000X eH-
3uMiB € BitaMiH B, Tomy cTiiiki Hu3bKi nmokasHuuku ACT
i AJIT cBinyarp, 1110 Ma€ MiClie HEOCTATHICTb BiTaMiHy B,.
V nisoMy nokasHUKM aMiHOTpaHCcdepa3 He JaloTh iHhop-
Mallii oo cneuu@iyHuX niarHo3iB, He MalOTh IIPOrHOC-
TUYHOI LiHHOCTI. JliT 3 ay>Xe BUCOKMMM IOKa3HUKaMU
MOXYTb MTOYYBAaTUCS 100pe, ONHAK BU3ZHAYEHHS PiBHS aMi-
HoTpaHchepa3 KOPUCHE ISl MOHITOPUHTY CTaHYy JUTUHMU.

JlyxxHa dpocdaraza (JID) okanizyeTbes B Mepiily 4epry
B MeMOpaHi KaHaJblliB KJITUH MEYiHKU, OTXe, TiIBUIIE-
HUI cupoBaTKOBMIA piBeHb JID 3a3BMuaii BKadye Ha 00-
CTPYKTMBHE 3aXBOPIOBAHHS TEYiHKU i PO3BUTOK CUHAPO-
My xojectasdy. OnHak JI® BUSBISETHCS B iHITUX TKAHWHAX,
BKJIIOUAIOUM KiCTKM, HUPKUA ¥ TOHKUI KuiedyHuk. [lpu
3aXBOPIOBAHHSX ITEUiHKM BaXXJIMBUM € (PpaKiioOHYBaHHS
Oinipyoiny. I1pu HeKoH’1oroBaHiit OiipyOiHeMii cepiio3He

3aXBOPIOBAHHS MEYiHKU € MaJONMOBIpHUM, ajie HEoOXim-
HO BUKJIIOUMTHU I'€MOJIi3, BpOIXKEHI MOPYILIEHHS MeTa00J1i3-
My OinipybiHy, siIepHY >KOBTSIHUIIO B HOBOHAPOIXKEHOTO.
HasiBHicTh KOH’10roBaHO1 0iipy6iHeMii MoB’s13aHa i3 cep-
MO3HMM 3aXBOPIOBAaHHSM IT€UiHKU I BKa3y€ Ha XOJecTas.

lamma-rnyraminrpancdepasa (I'T'T) mictuthest B ermi-
TeJIil MaJIOro JKOBYHOTO TTPOTOKY, a TAKOX BCEPEIUHI rerna-
TOLMTIB; y MiANUIYHKOBI 3a103i, cele3iHIli, MO3KY, TPpy/i-
HUX 3aJ103aX, TOHKOMY KUIIIEYHUKY i1 0COOJIMBO B HUPKaX.
[MigBrmenns cupoBatkoBoi ['TT He € cnenmdigHuM 1S
3aXBOPIOBAHHSI ITEUiHKM, CTUMYJIOM IS ii yTBOPEHHS B I1e-
YiHIIi € XXOBYHI KUCJIOTU, OTXe, HU3bKuii piBeHb I'TT Moxke
CBiTUMTU MPO HETOCTATHE YTBOPEHHS A00 MOPYIIIEHHS €KC-
Kpellii )KOBYHUX KUCJIOT i3 renaToiutiB. CUHTE3 JKOBYHUX
KUCJIOT y TIeUiH1Ii, iX KOH forallisl i ceKpellis MaATpUMyIOTh
PiBEHb XOJIECTEPUHY, MOJIETHIYIOTh MOTIK XOBYi i 3a0e3-
MeYyloTh NMTOBEPXHEBI aKTUBHI AETEPreHTHI MOJIEKYJIU, 110
MOKPAIIYIOTh iHTECTUHAJIbHY aOCOPOLIit0 JiMiIiB, CIIpUsIIO-
yy GaJaHCy MixXK a0COpOLIi€l0 JKOBYHMX KUCJIOT i3 KUIIIeU-
HMKA Ta 1X 3aXOIJICHHSIM rernaToluTaMu. 3a BiJICyTHOCTI
3MiH KJIyOOBOI KMIIIKKA CUPOBATKOBI PiBHi XKOBYHUX KMCIOT
€ HamiflHMM TOKAa3HUKOM IIUTICHOCTI €HTeporenaTUIHOI
LUPKYJIiii. Xo4 3KOBYHiI KUCJIOTH CUPOBATKU i1 HE HAIOTh
crneuudivHoi iHpopMallii Tpo TUIT HasIBHOTO 3aXBOPIOBAH -
H$I MEYiHKM, BOHU € MiABUILEHUMM B IiTeH i3 XpOHIYHUMU
3aXBOPIOBAaHHSMMU TEUYiHKU, Y SIKMX PiBHi OilipyOiHy, sIK i
paHiliie, MOXYTb OyTU B HOPMi.

bioximiuHi BigxujeHHsI, MOB’A3aHi i3 3aXBOPIOBaHHSI-
MM TIeYiHKU, He oOMexXyloTbcsl BimxwieHHsimu LFT. Bu-
3HAYEHHSI XJIOPUMIIB TIOTY HEOOXigHEe IS BUKIIOUEHHS
KicTo3Horo (iopo3y. JdociimKeHHsT BMICTy 3aji3a i epu-
TUHY BaXJIMBE JUJISI MiarHOCTMKU IeéMOXPOMAaTo3y, a PiBHS
CYKIMHIJIAETOHY — [IJI TiaTHOCTUKM TUPO3MHEMii. AHa-
JIi3 i KyJIbTypy cedi CJIifl 3aBXIW OTPUMYBATU B OYIb-SIKOL
NUATUHU 3 XOBTSHUIEI, OCKUIBKM YPOCEIICUC 3a3BUYail
OB’ sI3aHMI 3 KOH IOrOBaHOIO TinepoilipydiHeMi€l0.

OO0O0B’SI3KOBO BCiM IiTSIM i3 TAaTOJIOTI€I0 NEYiHKU MPU-
3HAYAETHCS TOCTIMIKEHHSI MapKepiB BipyCHUX TeNaTHUTIB,
OCKIJIbKM caMe€ BipyCHi IelmaTUTH € OJHI€I0 3 HAWIIOIIM-
PEeHIIIMX MPUYUH PO3BUTKY XPOHIYHUX TEMATUTIB Y AITEH.
[1pu BUSBIEHHI B IMTUHU XPOHIYHOTO BipYCHOTO I'eIaTUTy
B a6o C crniocTtepeskeHHsT il JIiKyBaHHST POBOASTHCS BijI-
nosigHo 1o HakaziB MO3 Ykpainu Ne 723 Bin 04.11.2015;
Ne 233 Bim 02.04.2014; Ne 729 Bix 18.07.2016 «YHidikosa-
HUI KJIiHIYHWI IPOTOKOJI IIEPBUHHOI, BTOPMHHOI (CITelli-
aJ1i30BaHOI) MEINYHOI JOITIOMOTH JOPOCINM Ta OiTsaMm «Bi-
pycHuii rematut C» i Ne 613 Bim 21.06.2016 «YHicikoBaHmit
KJIiHIYHUH TTPOTOKOJ MEPBUHHOI, BTOPUMHHOI (Creliani3o-
BaHOi), TPETUMHHOI (BHUCOKOCIMEIliali30BaHOI) MEeAMYHOI
nonomoru «BipycHuii rematut By miTeit».

Yci xpoHiuHi Audy3Hi 3aXBOPIOBaHHS MEYiHKU MalOTh
CIiJIbHI OCHOBM TMaTOreHe3y — MopyuleHHs GyHKIT i
CTPYKTYPHOI LiJTICHOCTI MEMOpaH renaToLMTIiB, TOPYIIEeH-
HSI TIPOLIECIB €eHEPTOYTBOPEHHS B MiTOXOH/IPisIX, PO3BUTOK
reIaToLeTIOISIPHOTO (IHTPaJIOOYJIIPHOTO) X0JIeCcTasy i -
TOJTi3Y, OKUCJIIOBAJILHOTO CTpecy Ha (pOoHi BUCHAXKEHHSI aH-
TUOKCUJIAHTHOTO 3aXMCTY, €HIOTOKCEeMil 3 MPUTHIYEHHSIM
PETUKYJIOCHAOTETiaIbHOT CUCTEMU ¥ aHTUOKCUJIAHTHOTO
3aXUCTY, AUCOATAHC XKOBUHUX KUCIOT i XOJECTePUHYTPU-
MYIOUMX KOMIIOHEHTIB Y 3KOBYi, TTOPYILIEHHS ITpotidepallii,
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CUHTe3y OiJIKiB, HETOKCHUKaIlil, MEPEKNCHOIO OKMCIEHHS
JIiMiAiB, IMUTOKIHOBOI PEryJsiliiil 3 aKTMBAIi€0 iMyHOKOM-
METEHTHUX KJIITWMH, MOCWJIEHHSI aBTOIMYHHMX peaklliit i3
MiIBUIICHHSIM CUHTE3Y aHTUTLJI, Y TOMY YHCJIi TIEPeXpecHO
pearyrouux, HaaMipHe YTBOPEHHSI LIUPKYIIOIYNX IMyHHUX
KOMILIEKCIB, 1110 TPU3BOIUTD /10 PO3BUTKY allONTO3Y i He-
KpO3y renaToluTIB, SKi MOYMHAIOTh TiepeBaXkaTu Hajl Mpo-
Jicdepaniero, HEyXuabHa Jerpanailis CTPYKTypU IUISIXOM
PO3BUTKY ¥ TPOTrpecyBaHHS MEUiHKOBO-KJIITMHHOI HEI0-
CTaTHOCTI, iOpo3y i1 HUpOo3y.

BinpuricTs maToMIOriYHMX CTaHIB MTEYiHKU CYIIPOBOIKY-
€ThCS TTOPYILIEHHSIM OYyAb-SIKOi 3 IMepepaxoBaHUX (PYHKIIii
MeYiHKM a00 0araThoX i3 HUX, 3 TIepeBaXkaHHSIM TUX UM iH-
mux. Tomy, He3aJeXXHO Bil MPU3HAYEHOIO €TiOTPOIHOro
JIKyBaHHSI — MPOTUBIPYCHOI Teparlii MpY XpPOHIYHUX Bi-
pycHUX renatutax abo imyHocymnpecuBHoi Teparii npu All,
XBOpUM TIPU3HAYAIOThCS Tpernaparu, 10 BILUIMBAIOTh Ha
MaToOreHEeTUYHI MeXaHi3MU, sIKi JieXaTh B OCHOBI 3aXBOPIO-
BaHb NEYiHKU. 3 1Ii€I0 METOI0 OOIPYHTOBAHO MPU3HAYEH-
Hs1 ypcoaesokcuxoseroi kucaotu (YIXK). 3actocyBaHHs
VAXK ms mikyBaHHS 3aXBOPIOBaHb IIEYiHKM i OiiapHOTO
TpakKTy Ma€ AaBHIO icTopito: Oinbmr HiXK 2000 pokiB TOMy
nikapi CrapomaBHboro Kuraio mnpusHavyanIm «Ie4iHKO-
BUM» XBOPUM CYXYy BEIIMEXY >KOBY, 1110 MiCTUTb Y BUCOKIii
koHueHTpauii YAXK; y 1954 poii 0yB onucaHuii MeTo,
cuntedy YAXK, y 1975 poiii noBeneHa MOXJIMBICTD Jeca-
Typallii XXOBYI I PO3UMHEHHS XOJIECTEPUHOBUX KaMEHiB, a
B 1981 poui — nokpaiiianHst 6i0XiMiYHMX TOKAa3HUKIB Te-
4YiHKU npu BukopucTanHi Y XK, 1o i ctago migctaBoro
TUTST PO3IIMPEHHS TepareBTUYHUX MoxkruBocTei Y/IXK i it
MPU3HAYEHHS JUIS JIIKYBaHHS HE TiJIbKW YKOBUHOKAM STHOT
XBOPOOMU, a i iHIIIMX 3aXBOPIOBAaHb IMEUiHKU. YPCOAE30KCH-
X0JIeBa KUCJIOTA SIBJISIE COOOI0 HETOKCUYHY TPETUHHY XKOB-
YHY KMCJIOTY, III0 YTBOPIOETHCS B KUIIEUHUKY 1 TI€UiHILi, Y
HOPMi MiCTUTBCSI B 3KOBYi JIIOAMHU B HEBEJIMKUX KiTbKOC-
TSIX — He OiIblie HiX 5 % Bia 3araJbHOIO ITyJIy XKOBUHHUX
kucao0T. BoHa € Giblil MoJsipHOIO 1 riApodiIbHOIO MOPiB-
HSIHO 3 iIHIIMMU XOBUYHMMM KHCJIOTaMU, 110 OOYMOBITIOE
MpPaKTUYHO TTOBHY BiICYTHICTh TOKCMYHOCTiI. Ha choroani
no0pe BijoMi it ampoOoBaHi uMciaeHHi cnenudiuni ehexTn
VYIXK: aHTUXOJeCTaTUYHUI, XOJIepETUYHUI, IIUTO-/Terna-
TOTIPOTEKTUBHUM, TIPO-/aHTUAMONTUYHUMN, IMyHOMOIY-
JIIOIOUU, TiMOXOJIECTEPUHEMIYHUM, JTITOTITUMHWI, aHTU-
GbidpoTUYHUI, aHTMOKCUIAHTHUI, aHTUHEOTUIACTUYHUIA.
VIAXK KOHKypy€E 3 TOKCUYHUMU KOBUYHUMHU KUCJIOTAMU B
npoiieci abcopO1ii B TOHKIM KUIIIIi i HA MeMOpaHax rerma-
TOLIMTIB, OOYMOBIIIOIOUM IIPOTEKTUBHY [1il0; BUKOHYE POJIb
CUTHAJIbHOI MOJIEKYJIM, 1110 PETyJI0€ HU3KY METa0OTiUHUX
LIJISIXiB 1 MOAYJIIOE CBili BIacHUI OiI0CUMHTE3; Haga€e MeTa-
OoiyHMi eheKT, BILIMBAIOYM HAa €HAOKPUHHI peleITopH,
1110 0OYMOBJIIOE HOpMaJi3allilo 0OMiHY XOJeCTepUHY, 3HU-
JKEHHSI 1HCYJIIHOPE3UCTEHTHOCTI 1 CMPOBATKOBOTO PiBHS
III0OKO3M, MAaCH Tijla; Peryae MeTadoJ1i3M JdiliaiB, MpoJii-
depariito i TudepeHITialilo X0JIaHTiOIUTIB; MePEITKOIKAE
PO3BUTKY I MPOrpecyBaHHIO aTEPOCKIIEPO3Y; 3yMUHSIE PO3-
BUTOK (iOpo3y i upo3y nevinku. [Mpuitom YIIXK 3ymoB-
JIIO€ TIBUIIEHHST 0aKTepULMIHOCTI 3KOBYI 1 KUIIIKOBOTO
BMICTY, IIPUTHIYeHHS OaKTePiaTbHOTO POCTY B KUIIICYHUKY,
KynipyBaHHsI OpOOMJIBHOI ¥ THWJIBHOI aucrencii. OTxe,
VAXK BukoHye BaxkJauBi QYHKIII i1 32 paMKaMy KHUIIKO-

BO-TICUiHKOBOI OCi, Jit0YM SIK CUCTEMHUI MeTaOOiuHU
iHTerparop [2, 5, 10].

3 orsany Ha 1i BnactuBocTi YIXK Mae nmokazaHHs 10 3a-
CTOCYBaHHSI SIK B OCHOBHii1, TaK i B cynyTHiii Teparmii. Came
YIIXK € ontumMaabHUM MpernapaToM ISl MTaTOreHeTUYHO1
Tepartii IMPOKOTO CIEKTPa 3aXBOPIOBAHb MEUiHKK I )KOB-
YOBMBIIHMX IIJISIXiB Yepe3 BIUIMB HA MaKCUMaJbHE YKUCIIO
JIAaHOK TlaToreHesy. 3 orjsiay Ha ¢izionoriuny posb YAXK
il BBeIEHHST 330BHi € KpalllM TePalleBTUIHUM PillIeHHSIM
yKe 3 MEepIIMX THIB 3aXBOPIOBAHHS, MOXJIIMBE ii 3aCTOCY-
BaHHS i Ha eTarli AiarHOCTUYHOTO noiuyky [2, 19, 23].

BaxinBo BpaxoByBaTH, 1110 TIPU 3aXBOPIOBAHHSIX Te-
YiHKM 3a paXyHOK BMpPaXK€HOro MOPYIIeHHs ii (yHKIIil
MOX€ 3HAYHO ITOPYIIYyBaTUCS MeTaboJ1i3M (hapMaKoIoriv-
HUX TIpenapaTiB i3 pO3BUTKOM HEKOHTPOJIbOBAHUX MOOIU-
HUX eeKTiB. Y 3B’S3KY 3 LIUM Y TaKHUX XBOPUX MOXKJIUBE
3aCTOCYBaHHS Jinile abCOMIOTHO MOKa3aHWX i BipOTiIHO
Oe3MnevyHuX JIiKapChbKUX 3aCO0iB.

HaiiGinbimmii  Mo3UTUBHUN  JOCBiA  3aCTOCYBaHHSI
VAXK HakonumyeHWiI 10O BUKOPUCTAHHS IIperaparTy
VYpcodanek, Dr. Falk Pharma GmbH, ®paiidypr (i3 1987
poKy). ¥ naHuii yac 6;au3bKo 85 % miteii i3 3aXxBOpIoBaH-
HSIMU TIeYiHKM, SIKi mepeOyBaroTh ITil HAIMM CIIOCTepe-
KEHHSIM, OTPUMYIOTh YpcodaabK Y peKOMEHIOBAaHUX J10-
3axX, P LBOMY 0113bKO0 23 % — BripomoBx moHax 10—15
pokiB. I3 1987 p. HaMu He OyJI0 3apeECTPOBAHO KOJHOTO
BUIAAKY HEMEepeHOCUMOCTI Mpenapary YpcodasbK, 110
BUMaraB Ou iioro BinMiHU. BupoOisieTbest Ypcodayibk y
Himeuyunni Ha 3aBoni Losan Pharma 3 sikicHO1 cyOcTaHIil
31 3aCTOCYBaHHSIM CYy4aCHUX TEXHOJIOTIi, 1110 TO3BOJISIE 3a-
0e3MeunT CTAOUIBHICTD /1iI0U0i PEYOBUHU i OOYMOBITIOE
TPUBAJINI TepMiH 30epiraHHs — S5 pokiB. Posmonain miteit
(n = 232), 9Ki OTpUMYBaJIM Teparilo IIperapaToM Ypco-
¢anbk, momaHo B Tadi. 1iHa puc. 1.

omo okpeMux HO30JOTIYHUX (DOPM CIOCTEPIra€ThCs
TEeHACHIIisI 10 pO3IOAiTY Malli€EHTIB 3a cTaTTio. JlaHi po3Io-
NIy 3a CTaTTIO Cepel AiTell i3 3aXBOPIOBAaHHSIMMU TEUYiHKU
MojaHi Ha puc. 2.

Crif 3a3HaYUTH, 1110 10 TPYMU CIOCTEPEKeHHs Halle-
KaJIU JIiTW 3 XPOHIYHUMU BipycHUMU renatutamu B a6o C,
SIKi HE OTpUMYBaJIM CITelM(piuHOT MPOTUBIpYyCHOI Tepartil
3 pi3HUX TIPUYMH: HAsSIBHICTb TTPOTUIIOKA3aHb, PaHHIi BiK
(mo 3 pokiB), BeMKa KiIbKICTh TTOOIYHMX e(heKTiB IIPOTH-
BipycHOI Teparrii, BimMoBa OaTbHKiB.

Tepamist B Takux OiTel BKITIOYAIa JiETY, OXOPOHHMI pe-
KHUM i, 3 ypaxyBaHHSIM 0araToakTOpPHOCTI 3aXBOPIOBaH-
Hs, YpcodanbK y 1o3i 10—15 mMr/Kr macu Tija Ha 100y (o/1-
HOPAa30BO yBeuepi KypcaMu 110 TPU MicCsIIIi IBa pa3u Ha PiK)
MPOTSITOM BChOI'O TEPMiHY criocTepexkeHHs1. [1pu3HaueHHs
npenapary YpcodaiabK OiTSIM i3 XpOHIYHMMU BipyCHUMU
renaTUTaMy JT03BOJIMJIO KOHTPOJIIOBATU CTaH (YHKIIIi me-
YiHKM I HOpMaJli3yBaTH PiBHi TpaHCaMiHa3, JIy>HOi ¢doc-
darasu, 0iipy0iHy, raMMa-TiyTaMiITpaHcdepasu.

OpnuH i3 Kpanux pe3y/brariB 3actocyBaHHsT Y/IXK 6yB
BiJI3HAYECHUI1 y TPYIIi iTei i3 TOCTPUMU i XPOHIYHUMU JIi-
KapChbKMMM reraTuTaMu, sIKi OTpUMYBaJIu Teparlito mpera-
patom Ypcodanbk y n103i 10—15 mr/kr macu Tina Ha 100y
IIBiUi HA PiK KypcaMM 1O TPH Micsli (TpUBaI0) — BiOIIoO-
BiJTHO JIO TPUBAJIOCTI MPU3HAUYEHHS FeaTOTOKCUYHUX Tpe-
rmapaTiB. Ye yepe3 IBa TMXKHI Bifl MOYaTKy Tepallii B ycix

http://childshealth.zaslavsky.com.ua
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nauieHTiB HopMaiiszyBaiaucs nokasHuku LFT, 6inipy0iHy,  KOpTHKOiZaMu i aHTUMeTa0oJliTaMy KypcaMu IO TPU Mi-
KpiM TOro, BiI3Hauajaocsl 3HaYHE 3MEHIIEHHSI OUCHeI-  CsIi B 1031 15 Mr/Kr mMacu Tija Ha 1o0y. JIBoM malieHTKam

TUYHUX CKapr (HyIOTa, TipKoTa B pOTi TOWIO), TSXKKOCTI B MU OyJM 3MYIIEHi MPU3HAYUTH

Ypcodanbk MOCTIHHO B

npaBomy miapedep’i. [Monanbiiie npusHaueHHs npenapaty  ao3i 10 Mr/kr macu Tijia Ha 100y, 60 TPU 3MEHILEHH] 103U
Ypcodanbk 103BOMSLIO MIATPUMYBATH HOpMajibHe (byHK-  abo cripoOi BiAMIHMTM mpernapar 3HaYHO HAapOCTaB CHH-
HiOHYBaHHS TTEYiHKU. npoM xosecTasy. OTXe, Ha CbOTOIHI OJIHA 3 TiBYAT OTPUMYE

Ycim piTaM 3 aBTOIMYHHUM TeraTUTOM MpU3HavaBcs  Ypcodasbk O6esrnepepBHO Bxke 10 Micsuis, a iHma — 21 mi-
Ypcodanbk Ha (OHiI iMyHOCYIpPECHBHOI Teparii IioKo-  csib. e aBi 1iBUMHKY B CTaHi CTiliKOT peMicii miciis ckacy-
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BaHHsI iIMyHOCYIIPECHUBHOI Teparlii MPOJ0BXYIOTb MPUIiOM
npenapary YpcodaabK YIPOAOBX 3 POKIB y J103i 5 Mr/Kr
Macu Tilla Ha J00y ABiYi Ha pik Kypcamu mo 3 micsui. ¥
i rpymi AiTeii 3acTocyBaHHs Mpenapary Ypcodaibk a0-
3BOJIMJIO 3MEHILIUTH MPOSIBU a00 HE JOIMYCTUTU PO3BUTKY
CUHIIPOMY XOJIECTA3Yy.

SK TenarornpoTeKTop i 3 METOK KOHTPOJIO (YHKIIii
MEeYiHKM AiTIM i3 neiuuToM o-1-aHTUTPUTICUHY B CKJIAIi
KOMILJIEKCHOI Teparii IIpu3HavYaBcs YpcodallbK KypcaMu
1o TP MicsIi ABiUi Ha pik y mo3i 10—15 mMr/Kr Macu Tina
Ha 100Yy.

BupaxkeHna mosutuBHa nuHamika — Hopmadizauis LFT,
LIBUIKE 3HAUHE 3MEHIIIEHHSI CHHAPOMY XoJiecTady — OyJa
Bil3HAYeHa y AiTell 3 ypOIKeHUMU CUHAPOMAaMU BHYTPIllI-
HBOTIEYiHKOBOTO Xojiectady (cuHapom Alagille, xBopoba
Byler, HeaudepeHLiiioBaHU Mporpecyouuit cimMmeinHuit
BHYTPIIITHBOIIEYiHKOBHI X0JIeCTa3, HECUHAPOMaIbHa (pop-
Ma TiIoruiasii XXOBYHUX MPOTOK, cuHApoM CaMMepcKisia).
Bonu orpumyBanu Ypcodaiabk 3ajleXHO Bil BUPaXKeHOCTI
xoJiectasy: Bif 10 g0 25 Mr/Kr Macu Tijia Ha 100y TOCTili-
HO. Y IBOX BUIMaaKax MU OyJu 3MYIIeHI MPU3HAYUTH JO-
3yBaHHs 30 Mr/Kr Macu Tijia Ha 100y, ajie Mpu OTPUMAaHHI
MO3UTUBHOIL IMHAMIKM 3MEHIIWINA A03y OO0 15 Mr/Kr Mmacu
Tina Ha 700y. TppoMm niTsM OyJia mpoBeAeHa OPTOTOIIIYHA
TpaHCIUIAHTALlisl TeYiHKM, Ha ChOTOAHI diTu mepeOyBa-
I0Th Ha IOCTiliHill iIMyHOCYNPECUBHIll Tepallii i oTpuMy-
10Thb YpcodasbK IBiUi Ha pik Kypcamu 1o 3 micsii B 103i
10 Mr/Kr Macu Tia Ha 100Y.

Houinsaum y Bunanky HAXKXIT e npusHauenns YAXK
[22], ToMy BciM AiTsIM 1€l rpyny ipu3HavyaBcst YpcodaibK
y no3i 10—15 mr/kr Ha 100y ABa pa3u Ha pik Kypcamu 1o 3
Micsilli, 10 CMPUSITIO HopMaJtizallil 6ioXiMiYHMX TTOKa3HU-
KiB IIEYiHKI ¥ TTOKa3HUKIB 0iJTKOBO-XOJIECTEPUHOBOTO 00-
MiHy: piBHSI XOJIeCTepUHY, TPUITILEPUIIB, JIIIOIPOTEimiB
HU3bKOI 1 Iy»Ke HU3BbKOI IIUILHOCTI, KoedillieHTy aTepo-
TE€HHOCTI, 110 CBITUMTH HAa KOPUCTh HOpMaJi3allii CUHTE3y
JIINOIPOTEIAiB Y MeYiHIIi.
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PucyHok 2. Po3nopgin xeopux 3a cTarTTio npy Pi3HUX
3axBOPIOBaAHHSIX MEeYiHKN

3 KOXHHM POKOM 30ilbIIYEThCSI KiMbKICTh HiTel i3
KPUIITOTEHHUM TeNaTUTOM, MPUPOJHO, BCi BOHU Iepe-
OyBalOTh Ha €Tarli JiarHOCTUYHOTIO IOIIYKY, i TAKOX Mpu-
POJIHO, 1110 BCi BOHU OTPUMYIOTh YpcodasibK IBiui Ha pik
Kypcamu 110 3 micsiti B 1o3i 10—15 Mr/Kr macu Tijia Ha 100y
(TpuBanicTio Bix 1 poky no 11 pokiB) mim KoHTposiem Gio-
XiMiyHUX TIpo06 nevinku. [Ipu3HauyeHHs mIpenapaTy Ypco-
(hanbK 103BOIUIO KOHTPOJIIOBATU (DYHKIIIOHAJIIBHUI CTaH
MEeYiHKM i 3a1100iraTu MporpecyBaHHIO ii AuChyHKIIII.

Ha cporomni My MaeMO IOCBIf JIIKyBaHHS TPHOX XJIOIT-
YUKIB i3 TiCTOJOTIYHO MiATBEPIKEHUM IEPBUHHUM CKJIE-
posytounM xonaHritom (ITCX). ¥V aBox i3 Hux IICX OyB
acollilfioBaHuil 3 BUPa3KOBMM KOJITOM, Yy KJIiHiUHiil Kap-
TUHI 3aXBOPIOBAHHSI Majii MiClie renaTolieHAIbHUI CUH-
JIPOM, TPOSIBU TOTAJIbHOTO KOJITY, BUpPaXXeHi CUHIAPOMM
XoJiecTazy i LMTOJI3Y, 30iIbIIEHUI TUTP MepUHYyKIIeap-
HUX AHTUHEHATPOMIIBHUX IMUTOIUIA3MAaTUYHUX aHTUTII.
B omHoro xjomymka OyB 0Oe3CMMIITOMHUII Tiepelir 3a-
XBOPIOBaHHSI, [iarHO3 OyJIO BCTAaHOBJICHO BXE€ Ha CTamil
chopmoBaHOTro 6iJ1iapHOTO LIMPO3Y MEUiHKHU. YCiM JiTSIM i3
[CX npusHauaBcst Ypcodanbk y no3i 15—20 Mr/kr macu
TiJla Ha 10Oy TpMBAJIO, XJIOMYMKAM 3 HasSBHICTIO BUPa3KO-
BOTO KOJIITY IIPY BUPAKCHOMY 3aIla/IbHOMY IIPOLIECi Mpu-
3HaYaIucsd KOPOTKUM KypCOM TJIIOKOKOPTHUKOCTEPOiau i
MecanasuH (canodanbk). [IpuzHayeHHs npenapaTty Ypco-
(danbk xBopum Ha [1CX Mayio Ha MeTi He TiJIbKY BIUIMB Ha
MaTOJIOTIYHMI MPOLIEC Y NEYiHLli, a i 3HUXKEHHS, 3 ypaxy-
BaHHSIM IaHuX npo poib YIAXK, pusnky po3BUTKY KOJIO-
PeKTaJIbHOI MUCILIA3ii B MALiEHTIB i3 BUPA3KOBUM KOJIITOM
i TIEpBUHHUM CKJIEPO3YIOUMM XOJIAHTITOM, a TaKOX BUpi-
LIEHHS MMTaHHs KaHLepIpeBeHii [19, 28].

V Bcix miTeil i3 MIrMEHTHUMHU TemnaTo3aMu (CHMHIPO-
mu Kunw6epa, Kpirnepa — Haitapa 11 tumy, Jabdina —
J>xoncona — Poropa), siki mepeOyBaiy ITiI HAIIUM CITO-
CTEepeXEeHHSIM, Majiyd Miclle (PYHKIiOHAIbHI ITOPYIIEHHS
JKOBYHOTO MixXypa i1 >KOBUOBUBIIHUX IIUISIXiB, METa0OMiUHI
MOPYIIEHHSI CKJIaay >KOBYi 3 MiABUILEHHSIM iHIEKCY JIiTO-
Te€HHOCTI, IIPOsIBU XoJiecTa3y. I3 maToreHeTUYHUX MO3ULLiN
IIJII KOPEKIlii OOMiHHUX MOPYIIeHb MeYiHKU, CTabiTi3yBaH-
HSI KJIITUHHUX MeMOpaH renaTolMTiB, HiBeJIIOBaHHSI XOJie-
CTaTUYHUX MPOSIBiB, PETYII0OBAaHHS €BaKyallil )KOBYi IMPOTO-
KOBOIO CUCTEMOIO i1 3MEHIIIEHHS pe(IFOKCHUX TOPYIIEHb
Haioinbi o0rpyHToBaHUM € npusHaueHHst YIXK. Tomy
BCiM HiTSIM i3 TrMEHTHUMU Teraro3amMy TpU3HAYATUCS
TPEeBEHTUBHI Kypcu Tipernapaty Ypcodanbk y 103i 10 mr/kr
Ha 100y IPpOTSATroM 3 MicsIIIiB 2 pa3u Ha piK.

Ha ¢oni Tepamii B ycix miTeit HoOpMasi3yBaJucs I10-
Ka3HUKU piBHS OinipyOiHy. OKpiM TOro, Big3Ha4aaocs
3MEHIIeHHS JUCMENTUYHUX CKapr, TSKKOCTI B MPaBOMY
migpebep’i. [Ipemapar MaB 4iTKO BUpaXeHy Jil0 Ha Ipo-
SIBU aCTEHIYHOTO CUHAPOMY, UMOBIPHO, 3a PaXyHOK 3HU-
>KE€HH$ piBHS OiipyOiHy B KpoBi. 1o KiHIIS IPYTOro THXKHS
MpuiioMy IpenapaTy INCUXOeMOLIMHUIA CTaH AiTell 3HAYHO
nokpamupesi. [Ipy KaraMHECTUYHOMY CITOCTEPEXEHHI
y 27 piteit, sKi oTpuMyBasin YpcodasibK ABa pa3u Ha pik
KypCOM 10 3 Micslli MPOTSTOM AEeKUJIBKOX pOKiB (Bim 3 10
7), Y )KOMHOMY BUTIQ[Ky HE PO3BUHYJIACS KOBYHOKAM’ sTHA
XBopoba. Y 6 miTeit, IKi HA MOMEHT MIPU3HAYEHHS Tepartil
Manmu chopMmoBaHy | cTamilo KOBYHOKAM’SIHOI XBOpOOH,
Oyna 3acdikcoBaHa perpecisd. OTxe, MpU3HAYEHHS TapreT-
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Hoi Tepamnii npenapatoM YIXK mo3BoJisie 3amo0irtu po3-
BUTKY XOJIecTa3y i Xoseniriasy.

OkpeMy Tpymy CTAHOBWIM [IiTH 3 BUPA3KOBUM KOJIITOM.
[limcTaBoro [ist BUAUIEHHS L€l TpyNy € Hallli 6araTopiv-
Hi CIOCTEpEeXXEHHs, SIKi CBiT4aTh MPO BKpail pi3HOMAaHIiTHi
yYpaxkeHHsI TeYiHKM B JaHOI TPYITH AiTeii. SIK mpaBuio, aitnu
3 BUPa3KOBUM KOJIITOM MalOTh KJIiHIYHY KapTUHY ypaXKeH-
HSI KMIIEYHUKA W BEJIMKMI CTIEKTP TMO3aKUIIKOBUX IMPO-
SIBiB. Y JNESIKWX BUIAaAKaX KHUILIKOBI CUMIITOMU XBOPOOU
MOXYTb OyTM BiICyTHiMU ab0 mepediraroTb CyOKIiHIYHO,
MOXJIMBMI NEOIOT 3aXBOPIOBAHHS JIMIIE 3 MO3aKUIIIKOBUX
MPOSBIB, 110 MEPENYIOTh KIACUYHUM KUIITKOBUM CUMIITO-
MaM i 00yMOBJTIOIOTh TSLKKICTh 3aXBOopioBaHHs. He 3aBxnu
MOKHAa MPOBECTU YiTKY MEXY MiX YpakKeHHSIM ITeUiHKU SIK
BapiaHTOM MO3aKMIIKOBUX MPOSIBIB 200 K CYyMyTHIM 3a-
xBoptoBaHHsIM. [IpaBuiibHE TpaKTyBaHHSI MO3aKUIIKOBUX
CUMIITOMIB CIIPUSIE CBOEYACHOMY BCTAaHOBJICHHIO JliarHO-
3y i TIpM3HAYEHHIO aIeKBAaTHOI Teparlii, 110, Y CBOIO Yep-
TY, I03BOJISIE IOMOTTUCS OiTbII CTIKOT peMicii, yHUKHYTH
YCKJIaJIHEHD i TIepeIIKoKae (hOPpMYBaHHIO PE3UCTEHTHOC-
Ti 0 JlikyBaHHSI. [103aKMIIIKOBI MPOSIBU MOXKYTh OYTU peak -
MUBHUMU CIMAaHaAMU — BIiIIIOBIIIIO Pi3HUX OPTaHiB i cucTeM
Ha 3arnajeHHs B KUIIEYHUKY, sIKi, SIK IIPpaBUJI0, MaHiecTy-
IOTh KJIIHIYHO BiIMOBiTHO A0 CTYIIeHS aKTUBHOCTI i TpHU-
BaJIOCTi BUPA3KOBOI'O KOJIITY, a00 acoyiiloganumu cmaHami,
110 MalOTh CHiJIbHI MaTOTeHETUYHi MeXaHi3MM PO3BUTKY,
MOXYTb TIepelyBaTu KJIiHIYHUM TMpOsIBAM BHUPa3KOBOTO
KOJIiTy a00 mepebiratu He3ajnexxHo. J1oope Bimomi mpeauk-
TOPU YPaKE€HHsI MEeUiHKU Y XBOPUX HAa BUPA3KOBUI KOJIIT:
TeHETUYHA CXWJIBHICTh TOB’si3aHa 3 TEBHUMU TaruIOTH-
namu HLA-cucremu, HasBHicTb aBTOaHTUTIT pANCA it
ANA, nopyiiieHHsI iMyHHOI TOJIEpaHTHOCTI i1 BUPaXKEHICTh
aBTOIMYHHOI arpecii (piBeHb ITOPYIIeHb IMYHITETY, IIepe-
XPEeCHO pearyouynx aHTUTLT), XapaKTep YpaKeHHs KUIIeu-
HUKA (aKTUBHICTb, ITOIIMPEHICTh), CTYIIiHb META0OIIYHUIX
nopylieHb (MaabadCcopOlLlii, IeTOKCUKAIIii).

Ilin HammM HarasiooM repeOyBaiu 23 xjiomuuka i 7
NiBYATOK i3 BUPa3KOBUM KOJiTOM, 3 HUX y 10 Oyi1u merta-
0OJTiYHi TIOpPYIIEHHS: Y 6 IiTell i3 TpUBaJIUM TepediroMm
3aXBOPIOBAHHSI PO3BUHYJIACh >XOBYHOKAM’siHA XBOpoOa,
y 4 — HeaJIKOroJibHa XXMpOBa XBOpoOa IMeUiHKU (cTeaTo-
renaTur); y 4 Majiu Miclle aBTOIMYHHI TTOPYIIIEHHST — y 2
oyB [1CX, y 2 — aBTOIMyHHUIA TeraTtuT. ¥ BCIiX iHIIMX [Ii-
Teii (16) Oyu BUSIBJICHI CMHIPOMM LIMTOJI3Y i XOJecTa3y
a00 i30JIbOBAaHUM CUHAPOM IIUTOMII3Y. 3 HUX Y YOTHPHOX
CUHAPOMMU XOJIECTa3y i LIMTOJI3Y MepeayBaid KUIIKOBUM
nposiBaM. ToMy BCIM IiTSIM i3 BUPa3KOBUM KOJIITOM IIpH-
3HauaBcsg Ha (oHi O6asucHoi Teparii Ypcodanabk y mo3i
10—15 Mr/kr Ha 100y TpoTsiroM 3 MicsiiB 2 pa3u Ha pik.
JaHa Tepaltisi J03BOJIMJIA TOMOITHCSI 3MEHIIEHHSI HEKPO-
3y TenaTOLMTiB, HOpMaJi3allii (pepMeHTaTUBHOTO CTaTYyCY,
CTUMYJISILIIT BUIIEHHS XOBYi, 3axullaia OiliapHy cucteMy
Bill. TOKCUYHOTO BIUJIMBY XXOBUHUX KMCJIOT i CIIpusiia pe-
TYKI1Iii TTPOSIBiB )KOBYHOKAM’STHOT XBOPOOM.

JnHaMiuyHe criocTepekeHHsI 3a IiTbMU, SIKi OTpUMYBa-
M YpcodanabK, T03BOJUIIO BiI3HAYMTH MTPAKTUYHO B YCiX
KJIiHigHe ¥ OioxiMiuHe mokpaiueHHs. EdekT nikyBaHHS
XBOPUX TpernapaTtoM YpcodanabK MiaATBEPIXKYETbCS TaKu-
MU JAHVMMU: BigOy/locsl 3MEHIIEeHHSI BHYTPIIIHBO- i I1O-
3ale4iHKOBOro xoJjiectasy (Ipo IO CBiTYUTH 3HMXKEHHS

piBHS (bepMEHTIB XoJiecTa3y: JIy>KHOi (pocdara3u, ramMmma-
[JIyTaMiITpaHCIIeNTUAA31); HopMali3allis piBHSI )KOBUHUX
KUCJIOT KPOBi; 3MEHILIEHHSI MPOLECiB LIMTOJI3y B IMEYiHIIi
(110 MiATBEPIXKYEThCS 3HUKEHHSM PiBHSI (DEPMEHTIB LI~
TOJIi3y: aJlaHiH- i acriapTaTaMiHoTpaHcdepasu); 3MEeHIIICH-
HSI BUPAXKEHOCTI >KOBTSIHUIII 32 PaXYHOK 3HVXKEHHS PiBHS
3arajbHOTrO 1 KOH IOrOBaHOTO OilipyOiHY; 3HUKEHHS PiB-
HSI XOJIECTEPUHY B >KOBYi, 1110 CIIPUSIE PO3ZUYMHEHHIO XOJie-
CTepMHOBUX XKOBYHMX KaMEHIB i 3a1100ira€e iX yTBOpeHHIO;
3MEHIIEHHSI iHTEHCHUBHOCTI CBepOeXKy, 3HWKCHHS Tilep-
iMyHOr1O0OYMiHeMil, y ToMmy uncii piBHg IgM. IlpusnHa-
YeHHsI TapreTHOI Tepallii mpenapatoM YpcodalbK DiTsIM i3
MOpYIIEHHSIM 00MiHY OilipyOiHy 103BOJISIE 3aIIO0IITH PO3-
BUTKY XOJIeCTa3y il XoJieJiTiasy.

J1J1s1 cBOEYaCHOTO BU3HAYEHHSI cTafii (hidpo3y i KOHT-
poJIo0 3a MOro po3BMTKOM Ha TJi Teparlii, a TaKoX s
OLIIHKM HEKPO3anaJbHOIO IPOLIECY B ITEYiHKOBI TKaHWHI
HM3LI OiTeit 6yB poBeaeHuii «DibporecT». Y Beix obcTe-
JKEHUX JiTeil OyJio BU3HAYEHO BiporigHe 3MEHIICHHS He-
KpO3aItajibHOTO MPOLIECy i, 1110 BUTAETHCS HAM Ba>KJIMBUM,
3MEHIIIEHHS ITporpecyBaHHs (piOpo3y — 3HMKEHHSI CTamil
¢ibposy. Hanpukian, 3amkenss 3 F3 mo Fl y xomuuka 3
KPUIITOT€HHUM I'elIaTUTOM, SIKUii OTpUMYBaB YpcodasibK y
11031 15 Mr/Kr Macu Tijia aBidi Ha piK IO TPU MicCSLIi yIipo-
IOBX 3 pokiB; 3HMKeHHs 3 F2 1o FO y xionmuuka 3 XxpoHiu-
HMM BipycHUM renatutoM C 3 TOMipHUM CTYTIeHEM aKTUB-
HOCTi I BUCOKMM BipyCHMM HaBaHTaxeHHsM (10%), sxwmii
OTpUMYBaB YpcodasbK y 103i 15 MI/Kr Macu Tija aBiui Ha
piK IO TpU Micsli ynmpomoBX 5 pokiB. OTxe, TpuUBaIUit
npuitoMm mpenapaTty YpcodalbK TOJIMIIYE TiCTOJOTiYHY
KapTUHY TIEYiHKHU i YITOBIJIbHIOE TTporpecyBaHHs (ibpo3y.
[Ipy KaTaMHECTUYHOMY CIIOCTEPEKeHHI B YCiX HiTeH, sIKi
OTpUMYBaJIX YpcodaibK ABa pa3y Ha PiK IIPOTITOM 3 Mics-
11iB, Y XXOIHOMY BUMAJIKy HE PO3BUHYJIACS )KOBYHOKAM sTHA
XBOpo0a, a B IiTeii, sIKi Ha ITOYaTOK IpM3HAYEHHS Teparii
Manu chopMmoBaHy | cTamilo KOBUHOKAM’sIHOI XBOpoOH,
Oyna 3adhikcoBaHa perpecis.

BucHoBKkM

— JliTam i3 mimo3poro Ha ypaKeHHS NMeYiHKU HeoOXia-
HO peTeJbHO BMBYATU aHAMHE3 3aXBOPIOBAHHSI, XXKWUTTS i
CiMEIfHMIA, TIPOBOIUTU KOMIUIEKCHE MOCIHIIKEHHS: CIie-
mudivHe gocmimkeHHs GyHkuii nedinku — LFT, mapke-
pU BipYCHHUX TeIaTUTIiB, PiBeHb LIMPKYJIIOUYNX aBTOAHTU-
tin ANA, SMA, LKM, ANCA, SLA/LP, acotuiitoBaHux
i3 TOMKIIOHAIBHOIO TinepramMariodyainemieo (IgG abo
Y-TJI00Y/IiHU) 1 HasIBHICTh XapaKTEePHOI TiCTOJOTIYHOI Kap-
TUHU; 32 HEOOXiTHOCTI — IeHeTUYHEe JOCIIiIKEHHS, PiBeHb
LIepyJIOILIa3MiHy, Mifli, 0- 1 -aHTUTPUIICUHY; OLIIHIOBATU pe-
3yJIbTaTU HEOOXiIHO 3 ypaXyBaHHSIM BiKy i CTaTi IUTUHM.

— IlpoBeneHi AociigXeHHS MOKa3aau MO3UTUBHUIA
BIUIMB Ipernapary YpcodalbK Ha CTaH JiTel i3 3axXxBOplo-
BaHHSIMM TMEUiHKMU.

— Jlna 3anmoGiraHHST pO3BUTKY HEOOOPOTHUX 3MiH Y
TMeviHIli JIIKyBaHHSI XBOPUX TpernapaToM Ypcodalibk MOX-
JINBO 1 HEOOXiHO MOYMHATU SIKOMOTa paHillie, HaBiTh Ha
eTarli JiaTHOCTUIHOTO ITOIIYKY.

Konduikr inTepeciB. ABropu 3asBIISIIOTH IIPO BiICYT-
HiCTb KOHMJIIKTY iHTepeCiB IpHU MiArOTOBLII JaHOI CTATTi.
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babaaxkaHsiH E.H., BorolumHa A.T., [aBaeHKko H.B., CAOBOASIHIOK A.A.
XQpbKOBCKQSI MEAULIMHCKQST QKOAEMMS [TOCAEAUNIAOMHOIO 060A30BAHMSI, . XQPbKOB, YKPAMHA

ANArHOCTUYECKUIN AATOPUTM N OCOOEHHOCTU BEAEHUS AeTel C NATOAOrMen NevYeHn

Pe3rome. PaccMoTpeH quarHoCcTHYeCKIiA aMropUT™, BKITIOUAIOLINI
KOMIIJIEKCHOE MCClleJOBaHKEe, 000CHOBaHAa HEOOXOAMMOCTb OLIEHN-
BaTh TIOJyYeHHbBIE PE3YJIBTaThl C YIETOM BO3pacTa U Tojia pebeHKa,
PaccCMOTpeHbI OCOOEHHOCTU BeleHUsI AeTel ¢ aToIorueii eueHu 1
MEXaHU3MbI IEHCTBUST YPCOAE30KCUXOJIEBOM KUCIOTHI HA OPraHU3M

YeJIOBeKa, MPEACTABICHBI PE3YIBTaThl KIMHIYECKUX UCCIeTOBAHMIA
M HaOMIOIEHUI IO WCTIONB30BAHMIO TIPENapara ypCoIe30KCHXOoe-
BOW KHCJIOTHI [JIsI JIEUCHMSI IETEH ¢ 3200 IeBAHUSIMU TICICHH.
KiroueBbie clioBa: ypconesokcuxonesas KUCIOTa; AETH; 3a060-
JIEBAHMSI TIEYEHN

O.M. Babadzhanyan, L.G. Voloshina, N.V. Pavienko, O.L. Slobodianiuk
Kharkiv Medical Academy of Postgraduate Education, Kharkiv, Ukraine

Diagnostic algorithm and management of children with liver pathology

Abstract. The paper deals with the diagnostic algorithm in-
cluding a comprehensive study, substantiates the necessity to
evaluate the results obtained taking into account the age and
sex of the child. The article considers the features of manage-
ment of children with liver pathology and the mechanisms of

action of ursodeoxycholic acid on the human body as well as
the results of clinical research and observations on the use of
the ursodeoxycholic acid for the treatment of children with liver
diseases.

Keywords: ursodeoxycholic acid; children; liver diseases
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