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YPCOAE30KCUXONEBA KUCAOTA, TPAHCNAAHTALLIA NEeYiHKN

[Tpo ypaeHHS MiAUUIYHKOBOI 331031 ITPUA MYyKOBIC-
uuno3i (MB) Binomo 6araro |3, 43], a ocb ypakeHHs Iie-
YiHKM 3HAaYHO MeHIIe BiZloMe MPAKTUYHUM JiKapsM,
TOMY B LIill CTaTTi MU BUPIIIWIN 30CePeIUTUCS caMe Ha
ypakeHHi neuinku npu MB (YIIMB).

YIIMB nocinae Tpete Micre cepesj OCHOBHUX ITPUYMH
CMepTHOCT y marfieHTiB i3 MB. Xo4a 6ibliicTh MalieHTiB
i3 YIIMB € nefgiaTpyuHMMHU MallieHTaMu, OCTaHHI 10CJTi-
JPKEHHS CBiYaTh IIPO HAABHICTb <«ZApYyroi XBWJIi» ypa-
YKeHH IIe4iHKY Y JOPOCJIOMY BiLli. YiTKUX peKOMeHaLin
o070 AiarHoctuky YIIMB He icHye. MOXJIMBOCTI JliKy-
BaHHs1 YIIMB 3a1uInatThcsi 0OMeXeHNUMH, i Xo4a Iu-
POKO  3aCTOCOBYETHCS yPCOZAE30KCUXOJIeBa KHUCJIOTa
(YIAXK), ii moBroctpokoBi epekTy, SIK i paHilile, He 3po-
3yMiji. TvM, y KOTO pO3BMBAETHCA MEYiHKOBA HEJJOCTAT-
HicTb ab0 KpOBOTeYa 3 BAPUKO3HO DO3IIMPEHUX BeH
CTPaBOXOZY /IIITyHKa, MO>Ke IOTIOMOI'T! TPaHCILJIaHTaLlifl
ne4iHKy abo AK caMOCTIHHUWI MeTof, ab0o y MO€AHAHH]
3 TPAHCIUIAHTALi€10 JiereHb [28].

MB € Hai6iIbII MOMUPEHUM aBTOCOMHO-PeLleCHB-
HUM IeHeTUYHUM 3aXBOPIOBAHHAM Y JIIOZIeN €BPOIeOiI-
Hoi pacu [12, 56], a TakoX OAHUM 3 HAUTSHKYKX 1 TaKUX,
1[0 NPU3BOJATH 10 cMepTi [17, 37, 61]. MB noB’a3anuii
i3 myTatii€eto B rei, mo xozye 6ok CF Tpancmem6paH-
Horo perynaropa mnposigHocti (CFTR) Ha xpomo-
comi 7 [56]. 3 po3BUTKOM MeUYHOI HAyKU TPUBAJICTh
KUTTA manieHTiB i3 MB 36inbmmiacs 3 16 pokiB
y 1970 poui o 47,7 poky y 2016 poui [15]. 3 ornany Ha
TaKe 30L/IbIIEHHS TPUBAJIOCTI XKUTTS TT03aJIeTeHeBi MMpo-
ABY, TOB'AA3aHI 3 MB, BUABIAIOTHCA [efai yacTille.
X04a OCHOBHOIO MPUYMHOI CMepTi mauieHTiB 3 MB, gk
i paHile, € yCKJIaJHEHHA JiereHeBOi IaTOJIOr], 33 AKUMU
WIyThb YCKJIQJIHEeHHS TPAHCIUIAHTALll JiereHb, MaTOJIOTiA
TMeviHKY Ta I/JUIIYHKOBOI 3ay03u Oysia BU3HAYeHa SIK
TpeTs 3a YaCcTOTOIO0 Ta 3HA4YHA I03ajlereHeBa MPUYMHA
cMepTi IMX nauieHTiB [15]. Y cyyacHy emnoxy JiKyBaH-
Hs MB nommupenictb YIIMB y Takux Hali€eHTiB HabIu-
xaetbes 10 40% [4, 13] i craHoBuUTS Bif 2 10 5% 3arainb-
HOi cMepTHOCTI Big MB [8, 33, 40, 50].

YIIMB no6pe OMKCAHO y MAL[€HTIB JUTSAIONO BiKY,
a JIOCTI/DKeHHS TI0Ka3yI0Th, IO Y OiNBIIOCT MaIlieHTiB
osHaku YIIMB  1nposBIAIOTBCA [0  CTAaTeBOrO
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nospiBaHHA [13, 38]. Benuke peTpocnieKTHBHE [OCTIi-
mxeHHs1 P. Y. Boelle et al. [6], y fikoMy omiHIOBamucs
3328 nanienTis 3 MB, 1m0 Hapoaummcs micad 1985 poky,
nokasazno, mwo 4acrora YIIMB migsumiyBanacs npu-
61u3HO Ha 1% IOPOKY MicyIst 5 pokiB i gocsirana 10% mo
30 pokiB. ®aKTOpy pU3MKY, BUSBJIEHI B IIbOMY ZOCIHi-
JPKeHHi, BKJIIOYaJM 4YOJIOBi4y CTaTh, OMO3UTOTHICTbH
CFTR F508del i HasBHiCTb B aHaMHe3i MEKOHi€BOTO ite-
yca [6]. 3i 36iIbIIeHHAM TPUBAJIOCTI XKUTTS BCe OiNblIy
YaCTKY MawieHTiB 3 MB CTaHOBIATDH JOPOCII 0COOH cTap-
mi 3a 18 pokiB (52% y 2016 poui nopiBHAHO 3 29%
y 1986 poui) [15]. HenaBHe mociimkeHHs, IpoBefieHe
B KniniyHOMY 1eHTpi HallioHaIbHUX iHCTUTYTIB 30POB’A
CIIIA 3a y4acTr0 KOropTy I0POC/IMX MALi€HTIB, AKi CIO-
CcTepirajamcs npoTAroM 24,5 poky, nokasaso, 1o y nari-
€HTIB, AKi He Mayu 03HaK YIIMB y IUTUHCTBI, BOHO PO3-
BUBAETHCS B cepelHbOMY y 37-piuHoMy BiLi [37].

INaTorenes

T'er CFTR xonye 6inoK, KUt 3HaXOAUTHCS Ha ati-
KaJIbHil IOBEPXHi XOJIAHTiOLXTIB Ta €MiTei0 }KOBUHO-
ro mixypa (puc. 1) [10, 12]. Binok CFTR Bixnosizae 3a
peryJyALilo BMICTy PiAMHUA Ta EJIeKTPOJITIB y KOBYi
IUIIXOM 30i/bIIIeHHST amiKaJbHOI CeKpelli XJI0puiB
KOBYi /I CTBOPEHHSI TpaHCMeMOPaHHOTO IpajiieHTa
Cl, sixmii moTiM MOKe O6yTU BUKOPUCTaHMIA 17is 301/b-
IIeHHS He3aJIeXHOTO0 Bifl )XOBYHUX KHUCJIOT IIOTOKY XKOB-
ui yepes Cl /HCO,-KaHa1 pasoM 3 MacHBHUM PyXOM
Boau [12, 36]. Lle npu3BOAUTS O MiBUIEHHS IJTMHHOC-
Ti )KOBUI, @ TAKOX il OJIy)kKHeHHsA. TakuM YMHOM, MyTallii
B reHi CFTR MOXXyTb [TPA3BECTH /10 IIOPYLIEHHA CeKpeLii
Cl" i, omxe, 10 yTBOpeHHs B'SI3KOi KOBYi 31 3HIKEHOO
IUIMHHICTIO Ta JyxHicTIO [36, 60]. Xoua MexaHi3M
PO3BUTKY LIMPO3y NediHKku pu MB foci He 3po3yminui,
BBa)KA€THCA, 1[0 CaMe 11i 3MiHM MOKYTb IPU3BECTH [0 3a-
CTOIO YKOBU, 110 CIIPUSIE NTPOLIeCy HaKOMWYeHHsI TOKCHY-
HUX JKOBYHUX KHCJIOT i TIOCUJIEHHIO aKTMBHOCTI iH(eK-
nitiHux areHTiB. Tak, GIOTICis MeYiHKY y paHHi TepMiHU
y NelaTpUYHKX NALl€HTIB II0Ka3ajia 3aKyIOPKY XOJIaHTI0-
1UTiB c/130M [14]. I1i 3MiHM MOXYTb IPU3BECTH [I0 T1e-
PUZYKTaJIbHOTO 3alajleHHs, OMKO/>KeHHS X0JIaHTiou-
TiB, mpostideparlii )KOBYHUX MPOTOK Ta MEPUNIOPTAIIb-
Horo ibpo3sy (puc. 2A) [36]. 3 uiei npuunnu YIIMB



3a3BMYaM NPOABJIAETHCA AK XOJIeCTaTUYHEe 3aXBOPIOBAH-
Hs MeYiHKU 3 TUTOBUM, JOOpe OMUCAHUM ypaXKeHHSM
TIeYiHKY Y BULJIs] GiliapHOTO P03y, OCOBIUBO Y AUTSI-
4iii oy nAnii Ta y nauieHTiB 3 GUIBII TSHKKMMU MyTaLlifi-
mu (puc. 2B) [12, 18]. Ha 1opaTok 10 11X 3MiH HeZIaBHE
JOCTI/KeHHA M0Ka3ao, mo CFTR peryoe 3ajeXHy Bif
Toll-nonibHKX perenTopiB 4 3amajibHy BiAIOBiAb ILIS-
XOM iHribyBaHHs aKTUBHOCTI KJITHHHOTO 'OMOJIOra OH-
koreHy capkomu Rous (Src), a mytanii CFTR npu3BOAATh
710 caMOaKTuBalLlii Src, 1110, y CBOIO 4Yepry, Beie 10 MiBU-
IleHHS PiBHA 3allaJIbHAX LIMTOKIHIB Ta NOPYLIEeHHS eliTe-
nianpHOTO Gap’epa [22, 33]. L, 3i cBoro 60Ky, Moxe
CTIPUSITY TPAHCJIOKallii GaKTepiit y mopTaabHy IUPKYJIs-
1110, 3amnasieHHIo Ta $pibpo3y nevinku [17, 24].

Kpim 6iniapHoro 1iupo3y, y 6araTbox marieHTis i3 MB
MOKe pO3BUBaTUCA cTeaTo3 nedinku (puc. 2C). Tpusa-
JIY Yac CTeaTo3 NeviHKY y MauieHTiB i3 MB 1o’ asyBanu
3 1eillITOM MOXUBHUX PEYOBHH, 30KpeMa He3aMiHHUX
XXUPHUX KUCTOT [41]. OfHAK OCTaHHIM YacoM CTajo Bi-
ZIOMO, IO CTeaTo3 y naifieHTiB 3 MB € 6aratodakTopHUM
ABUILEM i I0T0 MaToreHe3 MoAiOHUIA 10 TAKOTO B 3araJjb-
Hili momyJIsii (MeTaboiYHO-acoliioBaHa XUPOBa XBO-
poba mevinku — MAYKXII i anKorob-acoriioBaHa XBo-
poba mediHku). JIOCTiIKeHHs Ha OCHOBI aHKeTyBaHHS,
nposeieHe y Benukiii Bpurasii, mokasaro, mo 83% mna-
LieHTiB 3 MB BXMBaIOTh aJIKOrojib, Ipudomy 13% ro-
TPAIUIAIOTh Y KaTeTropito HaIMipHOTO BXXUBAHH, X04Ya Lie
MeHIIIe, HiX Y 3araJIbHil IOMyJIALIi, /e ITOKa3HUK CTaHO-
BUTB 23% [47]. Kpim Toro, nauientu 3 MB He 3acTpaxo-
BaHi BiJy 0XMpiHHA. Yepe3 HepaLliOHAIBHICTh XapuyBaH-
HSl, 3TiIHO 3 mOpiYHUM 3BiTOM POHAY 6G0pOTHOKM 3 MB
3a 2016 pik, cepeiHi TOKa3HUK iHIEKCYy Macu
tina (IMT) fopocnux nauienTis i3 MB 3a octansi 20 po-
KiB 30ibIKMBCS Ha 3 Kr/m2. Cepel JOPOC/IMX TAIliEHTIB
18,3% crpaxkzaroTh Ha oxupinaA 3 IMT nonaz 30 kr/m?,
TIPUYOMY GiNIbINCT 3 HUX MaroTh MyTallii MB, BiaMiHHi
Bin F508del [15]. Kpim TOrO, MOCTiIKEHHS TOPOCTHX
natlienTiB 3 MB noka3zaio, 1110 y Hux, 0co6JMBO 3i 36i1b-
IIeHHSM BiKY, TAKOXX PO3BUBAIOTHCA iHINI MeTaboJivHi
daxkTopy pu3MKy, 3a3Buuail mop’szaHi 3 MAXKXII,
BKJIFOYHO 3 IIyKPOBKM JiabeToM abo MOPYIIeHO ToJTe-
PaHTHICTIO /10 TJIIOKO3U Ta TillepTpursiiepuzemiero [25].
3aJIMIIAETHCS HEe3PO3YMIJIHIM, YU CIIPUSIIOTH Ii MeTabo-
nivHi paxropu pusuky po3BuTky MAXKXII y marieHTiB
3 MB Tak camo, fK y 3arajibHii nomyssii [50].

Xo4a cTeaTo3 MeviHKY Ta BOTHUIIEBUH OiiapHUH 111~
P03 TeviHK! YacTo OYBaIOTh Y TMAIEHTIB AUTSAIONO BiKy
3 MB, BorHuiieByi GiiapHUil P03 MEYiHKK He € Ya-
CTOXO 3HAXIZKOIO Y IOPOC/IMX nawieHTiB 3 MB. Pe3yibra-
TH KUJIbKOX HeIllo/JaBHO ITPOBe/IeHnX J0CIiKeHb [IpoJie-
MOHCTPYBaJIH, 1[0 3aXBOPIOBAHHS IIeYiHKY Ta IOPTajibHa
rinepTeH3sid, nos’sA3aHi 3 YIIMB, He MOBHOIO MipoO
00ymoBJeHi po3BuTKOM (i6po3y abo 1Upo3y, a Helu-
poTuyHa nopranbHa rineprensisa (HLIIT) Takox Bifi-
rpae MeBHY poJib. JlOCTifXKeHHS M0Ka3aly, MO TiJIbKU
y 20—27% nauieHTiB i3 MB, sIKi Mal0Th O3HaKH [IOPTaJlb-
HOi TinmepTeHsii, 1Mpo3 OyB ii OCHOBHOK TPUYHHOIO
[30, 33]. IToprasnpHa rinepreHsis y UUX MalieHTiB Oyna
obymoBnena HIIIIT, croctepiraiics 03HaKH TOPTaJib-
HOI TinepTeHsii MpecUHyCoifaIbHOTO TUITY Yepe3 0bJiTe-
pyrody BeHomartilo 3 $piGpo3oM y riskax BOPITHOI BeHH,
IO TOBHICTIO Y3TOKYETbCA 3 LIMM JiarHO30M [64].
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Puc. 1. Cxema, LLIO AEMOHCTPYE NepepbavyBaHui natore-
HEe3 3axBOPHOBaHb MeuYiHKK, NoB'A3aHux i3 MB. AedekT
bYHKUIOHYBaHHA TPaHCMeEMOPaHHKX PEFYASTOPIB NPOBIA-
HocTi npn MB (CFTR), WO ekcnpecyroTbCs Y BHYTPILLIHBbO-
Ta No3anevyiHKOBUX XOAaHrioUuuTax, BUKAMKAE NOPYLLIEHHS
cekpedii ClI~ uepes anikanbHy MembpaHy, Lo NPU3BOAUTb
AO 3HWXXEHHS MOTOKY XXOBUi Ta 30iAbLLEHHS iT 0OCaAXEHHS.
Aani BUHMKAE 0BCTPYKLIS NPOTOK 3 HACTYMHUM Nepunop-
TaAbHUM 3ananeHHAM, Gibpo3om Ta HiniapHUM LMPO30OM.
MporpecyBaHHA 3axBOPIOBAHHA MOXE BUSBAATUCH Y BU-
rASIAL MYABTUOOKAAbHOTO BiAiapHOrO LMPO3Yy Ta NOpTaAb-
HoI rineprteHsii (3a S. Sakiani et al., 2019 [57]).

PesynbraTu Giormcii meviHKM, MPOBEJEHOI y MallieHTiB
3 YIIMB, nokasany 03HaKy BY3JI0OBOI pereHepaTMBHOI
rinepruiasii, sika € pisnoBuzoM HIITIT Ta Moe OyTH T10-
B's13aHA 3 PELUMBYIOUMMY CyITUHHUMU 1 iHeKIiiHIMI
YCKJIAJHEHHSIMY, & TaKOX JIIKapCbKO-IHYKOBAHUM YII-
KO/PKeHHAM IediHky (puc. 2D) [37, 50].

3peruToro, 1je OHUM 3Ha4yIIUM CTaHOM, I1J0 IPU3BO-
JIWTb [0 XPOHIYHOIO YpaKeHHA IeYiHKW Y IaLi€HTIB
3 MB, € niToreHe3 yHacIiJok 3MiHU CKJIafly XOBUYi Ta ii 3a-
croro. Lle Mosxe IpU3BeCTy 10 CTPUKTYP >KOBYOBUBIZHUX
IUIAXiB Ta CKJIEPO3YIOYOrO XOJIAHTITY, fKWH, 3i CBOTO
OOKy, MO>e IPU3BECTH 10 BTOPUHHOTO GiliapHOro Upo-
3y. IlpocriekTriBHe foCi/KeHHs 27 nauieHTis 3 MB, ripo-
BeJleHe 3a I0NIOMOTrOI0 MarHiTHO-Pe30HaHCHOI XOJIaHTi0-
nankpearorpadii (MPXIIT'), moka3aio, mo 3 9 narieHTis,
fAKi BifNOBinam KiiHiYHUM, GioxiMiuHUM abo yibTpa-
coHorpaiyHUM KpUTepisiM 3aXBOPIOBAHHS MeYiHKH,
yci 9 mMamm narosorivdi pesyaprati MPXIIT, pudomy
y 5 GyJii 03HaKK MEPBHHHOTO CKJIEPO3YIOUOro XOJIaHTi-
Ty (IICX), a B iHImMX 4 — MeHII 3Havyia GiyiapHa maro-
JIOTisA; y 9 IallieHTiB, SIKi He Maly O3HAK 3aXBOPIOBAHHA
TediHKY, TaKoX OYJI0 3HA/IEeHO MaToJIoriyHi 3MiHU (5 —
[ICX Ta 4 — MeHII 3HauyIna GimapHa matosoris) [20].
Kpim Toro, HeilaBHE AOCTiZPKeHHS T0Ka3aso, o 19% mna-
nienTiB i3 [ICX matotb MyTattii y CFTR, a 50% maroTb no-
nimopizmu CFTR [63].

KniniyHa KapTHHA Ta JiarHOCTHUKA

[Maientn 3 YIIMB MOXyTb MaTy IIMPOKUM CTIEKTP
KJIiHIYHYX [TPOSIBIB: Bi/l 6€3CHMITOMHOTO Ta HE3HAYHOTO
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Puc. 2. TictororiyHe AOCAIAXKEHHSA MeYiHKK: (A) MPOTOKO-
Ba peakLuijs 3i CTa30M >OBUi, HEUTPOPIAbHOID iHPIALTPA-
Li€r0 Ta rpaHyAslieto (3a3HaueHo cTpinkamu); (B) BorHu-
LIEBI UMPOTMUHI 3MiHUK; (C) BUpaXXeHU naHauMHapHUM
creato3; (D) BysnOBa pereHepatvMBHa rinepnaasis
(3a S. Sakiani et al., 2019 [57]).

Ti/IBUIIEHHS PiBHA MeYiHKOBUX (GepMeHTiB, CTeaTo3y Ta
renaToCIIeHOMerasIii 10 03HaK JeKOMIIEHCOBAHOI'O LIU-
PO3y 3 OPTAJILHOIO TilePTeH3i€l0, aCLUTOM Ta BAPUKO3-
HOI0 KPOBOTeuer0. X04a reraToMeratis Ta ClieHoMera-
Jisl 9acTo HasABHi y nanienTiB 3 YIIMB, Tpagumiiini ¢i-
3UKaJbHi 00CTeXeHHs 3a3BMYail HETOYH| y BHUSABJIEHHI
HeBHPAXeHOI rernaro- Ta cruieHoMmerasii. ITizBuineHi pis-
Hi MTeYiHKOBUX (ePMEHTIB TAKOX YaCTO CIIOCTEPIraloThCA
y nanieHTiB 3 MB, aste cami 06010 BOHY He € BU3HAYaJIb-
HUMU B friarHoctywi YIIMB. JlociikeHHS ITOKa3au, 1o
BiZ1 53% 110 93% mnauieHTiB 3 MB MatoTh BiiX1IeHHS PiB-
HiB acaprataminorpaHcdepasu (AcAT) abo anaHiHaMi-
HotpaHcdepasu (ANAT), mpu LbOMY OiJTbile HiXK TPeTH-
Ha Malli€HTIB MAIOTh BiIXWJIEHHs PiBHA raMMa-TJIyTaMiJi-
tpancdepazu (I'TT) o 21 poky xutts [33, 41, 65]. Kpim
TOr'0, 4acCTi BiAXWJIEHHA Y IeYiHKOBUX npobax MOXYTb
OyTH TIOB’s3aHi 3 YMCIEHHUMY iHQEeKIisIMI Ta MeiKa-
MeHTaMH, fKi IPUKXMalOTh nauieHty 3 MB. Bemnuke f0-
CJTDKEHHS 3 OLIIHKY Yy TJIMBOCTI Ta CrienudpivHOCTi Topo-
roBUX 3Ha4yeHb AJIAT, 10 BUKOPUCTOBYIOTbCA Ha CbO-
TOJHI y JUTAYMX JKapHAX Ui BusABieHHa MAKXII,
BipycHux renatutis B i C, nposeMoHCTpyBao 4yTiv-
BiCcTb BChOTO Bifl 32% 10 48% Ta crermdivnicts 92%
i 96% y XJIOMYKKIB Ta [iBYaTOK BiANOBiAHO [58]. OnHak
S. A. Woodruff et al. [65] noka3samu, mo AcAT moHan
1,5 3HaueHHs BepxHbOI Mexi Hopmu (BMH) a6o ITT
noHay 1,5xBMH e inpopMaTUBHMMHU NpeAUKTOPAMU
3aXBOPIOBAaHHsA NeYiHKY y TanieHTiB 3 MB, a F. A. Bode-
wes et al. [ 5] mpoeMoHCTpyBaM CUITbHY KOPEJIALII0 MixK
CcTivKo migsuiieHnM piBHeM I'TT Ta po3BUTKOM LMPO3Y
NIeYiHKU NPOTAroM 2 pokiB. ToMy nauieHTH i3 3HAYHUM
YH MOCTIMHO MiBUIIIEHUM PiBHeM Gi0XiMIiYHUX TOKA3HHU-
KiB TeYiHKU MOTPeOYIOTh MOJAJIBIIOrO 0OCTEXEHHS IS
BusABJIeHHA o3Hak YIIMB [28]. [IponoHoBaHui anro-
PUTM OLIiHKY nanieHTiB 3 YIIMB, Aki MaroTh BiXuieHHs
y NeYiHKOBUX NTpo6ax, HaBeZieH!H Ha PHC. 3.

3 PO3BUTKOM Ta BIOCKOHAJIEHHAM METOJVK Bi3yaJli-
3allii MeviHKY He3HayHi 3MiHU, 1110 BUHUKAIOTh HA PaH-
Hix cragiax YIIMB, cranu nermie ineHTHdikyBaTHCS.
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HenaBHe JocripKeHHS, y AKOMY OYJI0 3aIPONIOHOBAHO
cucremy Kinacudikarlii, 3aCHOBaHY Ha KOPOTKOMY IIPOTO-
KOJ1i MarHiTHO-pe3oHaHcHoi ToMorpadii (MPT) 6e3 pos-
IIMPeHNX MOXXJIMBOCTeH, IPOAEMOHCTPYBAJIO 4YyT/IU-
BicTb 94,1% Ta cneund)quiCTb 84,6% tipu nudepeHtito-
BanHi YIIMB Big KOHTpPOJIBHOI TPynd, NP LbOMY
TSDKKICTh 3aXBOPIOBAHHA 3HAYHO BiNOBifaaa LYM pe-
3ynbTaTaM [54]. Lle mociizkeHHS TaKoX M0Ka3aso, 1o
TIOKa3HUK CIiBBiTHOIIEHHsT abOyMiH,/6inipy6iH Kpalie,
HiX noka3HuK Yaiiza — IT'10, OLiHIOE TSXKKICTb 3aXBO-
PIOBAaHHA NIEYiHKY Y X NALli€HTIB.

[IpUMiTHO, IO B IIbOMY ZOCJiPKeHHi He 6yJI0 BUSIB-
JIEHO 3HAYHMX BiZIMIHHOCTeH Yy PiBHAX XUPY B MeYiHIi
y nauieHTiB 3 MB NOpiBHAHO 3 KOHTPOJIBHOIO IPYIIOH0,
1 le 103BOJIA€ MIPUITYCTUTH, 1O L 3HAXIZKK [10B'A3aHi
3 IHIIMMU XapaKTePUCTUKAMK NaLlieHTIB, AK-0T HyKPO-
BUi iabeT B aHaMHe3i a0 BILIMB JIIKaPCHKMX Nperapa-
TiB. CTaTUCTVYHO 3HAYyLli BIAMIHHOCTI MDX IaljieHTa-
My 3 MB Ta KOHTPOJIbHOIO TPYIOI OyJu 3a3HaveHi
I[0/I0 IePUANIOPTAIbHOTO JXUPY, IePUNIOPTANIbHOrO PiB-
HS 0OMiHy pedyoBHMH Ha AuQy3iiHO-3Ba)KeHUX 300pa-
’KeHHAX, aHOMaJIill )XOBYHUX IPOTOK, HEOJHOPIZAHOCTI
NapeHXiMM [e4iHKY, 3MiH )KOBYHOI'O MiXypa, IepuIop-
TanbHOrO (ibpo3y [4] .

Kpim nabopaTopHUX MapKepiB Ta Bisyasi3aliiiHuX
METOZVK, 14 AlarHocTUKY YIIMB BUKOPUCTOBYIOTHCA
iHIUi HeiHBa3VBHI IOKa3HUKHU CTaHy nediHku. Cepesi HUX
2 nabopaTopHi MapKepu — iHIEKC CHiBBiZHOLIEHHS
AcAT Ta TpomboimtiB (APRI) Ta mapkep ¢pibpo3y
FIB-4, ki KOpemooTh 3 HasBHicTIO YIIMB, miaraocro-
BAHOTO TPU MO/BilHii Giomncii mediHKy, 3 MOKa3HUKaMH
wiomi nig ROC-kpuBoro nomuinok (AUROC) — 0,75
nna APRI Ta 0,60 nia FIB-4 [39]. Ille oquuM HeiHBa-
3MBHUM IIOKa3HMKOM CTaHy II€4iHKM, BUBYEHMM IIpU
YIIMB, € FibroScan. Tozi ik TpaHWYHI 3HAYeHHS IS
YIIMB od¢inifiHo 1ie He BCTaHOBJIEHO, AOCiKeHHS
M. T. Kitson et al. [35] moka3zao, 1o JKOPCTKiCTb MeviH-
ku (JKIT), Bu3HaueHa 3a foromoroto FibroScan, Ginbie
HiX 6,8 k[la manma uyrmuBicte 76% Ta crenudiv-
HicTb 92% s BusiBeHHs1 YIIMB. Kpim Toro, 6y:10 mo-
Ka3aHo, 1m0 JKIT 6e3mnocepelHbO KOPEJIOE 3 TSHKKICTIO
YIIMB, mo 6y:o Biporiaxime, Hixx APRI 3 AUROC, —
0,91 mporu 0,78 Binnogiaxo [1]. HemonaBHe nociimkeH-
Hs A. L. Gominon et al. [26] moka3aJio, 1o xo4a cepeiHiit
noka3Huk JKII nporpecye Ha 0,23 kIla/pik y mauieHTiB
3 MB, y Tux, y Koro po3suBaeTbcs YIIMB, Bin nporpecye
Habararo mBuame (0,94 xIla/pik, p=0,02). Aptopu
IIbOTO JJOCTI/IKeHHs MM BUCHOBKY, 10 HA JIOJATOK
10 BuxigHoro piBHA JKII 114 IPOrHO3yBaHHA PO3BUTKY
YIIMB M0XHa BUKOPUCTOBYBATH IIBUKICTb 3MiHM JKIT.
BpaxoByr0uH 3pOCTarounii 0OCAT JliTepaTypu, MPUCBsIe-
HOI BuBYeHHIO 3actocyBaHHsA VCTE y manienTis 3 MB,
MOXHa NPUNYCTUTH, WO IjopiuyHe Bu3HaudeHHs JKII
K CKPMHIHI'OBUM iHCTPYMEHT y NalieHTiB 3 MB mMatume
HeabusIKe KITiHiYHe 3HAYeHHSI.

Y 3B'A3Ky 3 HasABHAMU TPYJHOLIAMU B [iarHOCTULI
YIIMB, fKi MOXYTb IIPU3BECTU 10 3aTPUMKHU [OYATKY
JIKyBaHH#, NauieHTd 3 MB NOBUHHI IPOXOAUTH CKpU-
HIHT' CTaHy MediHKU 3i mopiyHuM (i3uKanibHUM OIJIA-
ZIOM, BU3HAYeHHSM IEeYiHKOBUX (epMeHTIB (BKJIIOUYHO
3 ITT), cnocrepexxeHHAM 3a 3HMKEHHAM KiJIbKOCTI
TPOMOOLMTIB Ta Bi3yani3ali€r0 OpraHiB 4YepeBHOI
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Puc. 3. AnroputmivuHa oujiHka YINMB Yy nauieHTiB 3 MB Ta BiaAxMAEHHSIMI y neviHkoBKX Npobax (3a S. Sakiani et al., 2019 [57]).

NOPOXKHUHU. Y TNALIEHTIB i3 Py PU3KKY PEKOMEH/Iy-
€TbCS1 MIPOBOJWTH HEiHBA3VMBHI BUMIpPIOBAaHHA CTYIEeHS
¢ibpo3y, BkmouHo 3 VCTE ta APRI [28].

JudepeHuiiiHa giarHOCTHKa

3 oryAzfly Ha MIMPOKWY CIIEKTP 3aXBOPIOBAHb, IO BXO-
IaTh 10 nepeniky YIIMB, HUHI HeMae 4iTKOro MeTony
nmiarHoctuky YIIMB. Biomncist nediHKM BBa)Ka€TbCSI 30J10-
TUM CTaHZapToM aiarHoctuku YIIMB, ane ii BuUKOpu-
CTaHHSI OOMe)keHe. Y 3B'SI3Ky 3 IIUM [IJISl JIlarHOCTUKH
YIIMB 6yi0 3amporoHOBaHO ZIeKibKa AiarHOCTUYHUX
KpurepiiB. HaiuacTilie BUKOPHCTOBYIOTbCS KpuTepi,
3anporioHoBaHi D. Debray et al. [18] y 2011 porii, ski me-
penbavaroTh HasIBHICTh K MiHIMyM /IBOX 3 TaKMX O3HAK
HiC/IA BUKJIIOYEHHS iHINWX MPUYUH 3aXBOPIOBAHHA Ile-
YiHKM: remaroMeraiisg ad0 CIUIeHOMerastisi, BiZIXVJIeHHS
TIOKa3HUKIB Me4iHKOBUX mpob (Buie 3a BMH sk miHi-
MyM IIpY 3 NOCJIIZI0BHAX BU3HAYEHHAX [IPOTArOM 12 Mi-
CcALiB) ab0 yJIbTPa3BYKOBi O3HAKM ypa)KeHHS TeYiHKH,
TIpY 1IbOMY OiOTICist TeYiHKK TOBMHHA MPOBOUTUCS 3a
HasIBHOCTI Oy/b-IKUX CyMHiBiB. Il]e OZIMH IIIMPOKO BUKO-
PHICTOBYBAHMH /IiarHOCTUYHUH Mi/Xi/| OyB 3aIIpOIIOHOBA-
Huit @oHmom 60poTh6H 3 MB: 3anpornoHoBaHO Kiackdi-
kyBatu YIIMB sk (1) nos’si3aHe 3 MB 3axBoproBaHHSA
IIeYiHKY 3 KJIIHIYHUMUY, Bi3yasli3alliiHUMU, TiCTOJIOTIYHU-
MU ab0 JIalapoOCKONIYHIMK O3HAKaMH [IUPO3y UM Op-
TaJIbHOI rinepTeH3ii; (2) ypaXkeHHs mediHKu 6e3 Hrpoay,
10 BKJIFOYA€ IPUHAMMHI OZIHY 3 TAKUX O3HAK: IIOCTilHe
abo nepiomute migBuIeHHs piBHS ACAT, AnAT, ITT
He MeHme 2xBMH, crearo3 abo ¢ibpo3 mpu ricto-
JIOTIYHOMY JIOCJIi/KeHHi, XOJIaHTiONaTiA 3a JAaHUMU

Bisyastzawii abo pe3yJbTaTH YJIbTPA3BYKOBOTO JOCTi-
mxenHs (Y3]I), He BiMOBiHI 11po3y, a00 (3) HasABHICTH
paziosorivHMX 4M 6iOXiMiYHMX O3HAK 3aXBOPIOBAHHS
TeYiHKY Ha IOKJTIHIYHOMY eTarti 10 $pi3uKaIbHOro 00CTe-
keHHs [23]. BiiHOCHO Helo/1aBHO OyJIM 3aTIPONOHOBAHI
HOBI /liaTHOCTMYHI KpUTePil, 3aCHOBaHi Ha pe3yJbTaTax
IIPOZIOBKEHOr0 [OCIi/KeHHs1, npoBeseHoro B Harjio-
HaJbHUX iHcTUTyTax 370poB’'sa CHIA (NIH), y axomy
IIOPAZ 13 paHille 3alIPOIIOHOBAHUMY KPUTEPiAMYU BUKO-
PUCTOBYBAJINCS HeiHBa3WMBHI MapKepu IeYiHKU, AK-OT
enacrorpadisi, APRI i FIB-4 [37]. Bysio noka3aHo, 1o
HaBeZleHi KpuTepii 31aTHI BUABUTH Oijiblile BUIMAIKIB
YIIMB 1opiBHAHO i3 3ampOIOHOBAHMMM paHille
D. Debray et al. (47% npotu 22% BiANOBIAHO), 11O 10O-
B'A3aHO 3 HEJOOLIHKOI Y IONEepeAHiX JOCITi/PKeHHAX
NOIIMPEHOCTI HAABHOTO 3aXBOPIOBAHHA. Y IOCTI/PKeHHI
(HeomyGJiKOBaHi JaHi), y IKOMY OL[iHFOBaJIacst KOropTa
3 62 mnauieHtiB 3 MB, nopiBHIOBamM cTapi Kpurepii
(D. Debray) Ta HoBi kpurepii (NIH), i 6ynu oTprumaHni
Taki pe3ysnbraTu: 25,8% Ta 43,5% nalieHTiB BiANOBia-
m kputepiam YIIMB BiamnosigHo.

OnHak KJiHiYHe 3HAuYeHHS Iii€i BUINOI 4aCTOTH BU-
sIBJIEHHSI 1lle HAJIEXUTh BU3HAYMTH. Y Tabs. 1 omwucaHi
0COBIMBOCTI IUX [iaTHOCTUYHUX KPUTEPIiB.

Kpim pisHomaHiTHHX nposBiB YIIMB, nauientu 3 MB
CXWJIbHI 10 pU3UKY iHIIMX BapiaHTiB XPOHIYHOI IATOJIOTIi
neviHky. ToMy nmauieHTiB 3 MB, y IKuX crioctepiratotbcs
BiZIXWJIEHHS TIOKa3HUKIB Me4iHKOBKX (pepMeHTiB abo ma-
TOJIOTI4YHi O3HAKM NP BisyaJtisauii meyiHky, ciin obcre-
KUTH 1IOJ0 {HIINX IPUYMH XPOHIYHOTO 3aXBOPIOBAHHSA
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Tabauua 1. AiarHoctnuHi kputepii YITMB

Kpurepii D. Debray

Kpurepii NIH

Knacudoikauia PoHay
6opoTbbu 3 MB

PapionoriuHe niATBEPAXEHHS
AMOY3HOrO 3aXBOPHOBAHHSA MEYIHKH,
LUMPO3Y UM NOPTAAbHOI rinepTeHsii

O3HakK uMpo3y abo noptanbHOI
rinepTeHsii, 3acHoBaHi Ha
OyAb-AKOMY 3 TAKUX:

CAIAOBHOMY BM3HAUYEHHi MpOoTArom
12 wmicauiB

31 MOHAA 2 POKH

YAbTpa3BykoBi 03HakK YIIMB abo
NOPTAALHOI rinepTeHsii

MOCTIMHO HEHOPMAAbHI MOKA3HUKK
APRI, FIB-4 abo cniBBiAHOLLEHHSA
ANAT/AcCAT

HeHopmanbHi noka3HukK FibroScan

byab- .
YAb- . ¢ disMKanbHe 0OCTEXEHHS
AKUN i3: S, N . ) i
Pesyabtaty 6ioncii neviHku, TMNoBI | bioncis neviHkuK, TMNoBa ana YIIMB * Bi3dyaAi3auif
ana YIIMB (BMKOHaHa 3 ByAb-AKOT NMPUUNHI) * TICTOAOTYHE AOCAIAKEHHS
* Aanapockonis
lenatomeranin abo cnaeHoMeraaist . . 3aAyyeHHs1 nedviHkK 6e3 uMpo3y
. . lfenaTomeranist abo cnaeHOMeraais :
npv GisMKkanbHOMY 0BCTEXEHHI, . i L 3 Xxo4a 6 OAHIEID 03HAKOLO
; i nia yac Bidyanisaui .
niaTBEPAXEHI Y3A 3 TAKUX:
MiaBuLLeHHs piBHA AAAT, ACAT . . L * nepcucTytoue/nepioanyHe
Xoua 6 i Xoua 6 2 NOCTiIMHO MiABULLEHI PiBHI . ;
. abo [TT BuLLe 3a 3xBMH npw no- . NiABULLIEHHSA piBHA ACAT,
ABa i3: W P ANAT, AcAT, ITT a6bo ayxHoi docdata- P

AAAT, ITT noHap 2xBMH

e cTeato3/$ibpo3 npu rictono-
rYHOMY AOCAIAKEHHI

* XOAaHrionarisi npu BisyaAi-
3auji

* YALTPA3BYKOBI O3HaKMU,
BiAMIiHHI Bia LMPO3Y

npu 6yAb-AKOMY AOCAIAKEHHI

AOKAIHIUHI 03HaKK 6e3 obcTe-
XEHHS1, PaAiOAOTiIUHI UK Bio-
XiMiYHi O3HaKK 3aXBOPIOBAHHA
NEeYiHKK

neviHky. Ockinbku YIIMB HaivacTimie nposiBIseTbCs
IIePEeBAXXHO XOJIECTATUYHVM 3aXBOPIOBAHHAM II€YiHKY,
HeoOXi/THO BUKJIIOUMTH TaKi 3axBoptoBaHHS, 5K IICX Ta
nepBuHHMI Giniapuuii xonmaurit (IIBX). Kpim Toro, ma-
IiEHTH IOBUHHI OyTH 00CTe)XeHi Ha HasIBHICTb 3aXBOPIO-
BaHb JXOBYOBUBIIHUX IIUISAXIB, SIK-OT XO0JIeJOXOJIiTia3 Ta
3aXBOPIOBAHHS, TIOB’s13aHi 3 0OCTPYKTUBHUM IIPOLIECOM;
TaKUM MallieHTaM Moxe OyTu mokazana MPXIIT/MPT.
JlikapchbKe ypakeHHs ITeYiHKY — IIle OZIHA BaXKJIMBA eTio-
JIOTiYHa [IPUYMHA 3aXBOPIOBAHb MEYiHKU Yy IMX Malli€H-
TiB, IKa YaCTO MTPU3BOAUTH JI0 MIEPiOANYHOrO YU MOCTIN-
HOTO MifiBUIEeHHS PYHKIIOHATbHUX MEeYiHKOBUX MPOO.
Jlo TaKuX MperapariB HaJIeXXaTh aHTHOIOTUKHY, 5IKi ToOpe
BioMi fIK QakTOpy JiKapChKO-iHAYKOBAaHOTO MOMLIKO-
JDKeHHsI TIeYiHKY, a TAKOXX HeIo/IaBHO Po3pobiieHi mpe-
Tapary, 10 3aCTOCOBYIOThCS TS PSIMOI MOZYJIALIT O1/1-
ka CFTR, sx-ot iBakadop Ta iymakadTop. Lli HoBi mpe-
IapaTy IPOAEeMOHCTPYBaJM 3aTHICTb BUKJIMKATH
Ti/IBUIIIEHHS PiBHSA aMiHOTpaHcdepa3 y cCMpoBaTLi KpoBi
1o 3xBMH y 25% nauienris [42]. Hapemuri, Bci nanieHTr
TIOBUHHI OYTH 0OCTeXXeHi Ha CYIyTHE 3JI0BXKUBAHHS aJl-
KorosieM (ckpuHiHroBi onuTyBanbHUKU CAGE), BipycHi
renatiutdd A, B i C (ceposoriuni Mapkepu Ta/abo mosmi-
Mepa3Ha JIAaHLIOroBa peaklis), aBTOIMyHHUH TIeraTUT
(ANA, ASMA, antu-LKM Ta 3arasipHi iMyHOT/I00yTiHK),
XBOpOoOY BinbcoHa (Liepysioria3miH), mestiakito (aHTUTI-
Jla 10 TPaHCIyTaMiHasu Ta/abo Giorcisi cam3oBoi 060-
JIOHKY JIBAHAZLATUIIANION KUK, febitmT anbda-1-aH-
tutpurncuny (piBeHs i gpenotun A1AT), a TakoX MeTa-
6osmiuHi paxkTopu pusuKy po3BuTKy MAYKXII (LiyKpoBuUii
zfiaber abo MopyleHa TOJIEPAHTHICTh /IO TJTIOKO3H, LieH-
TpaJbHUN TUIl OXWPIHHA, apTepiajbHAa TrilepTeHsid,
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rinepTpuriiLepusieMiss, HU3bKAX piBeHb JIIMONPOTeiHiB
BUCOKOI 1IiIbHOCTI) [51].

JlikyBaHHA

ITicnia BcTaHOBIeHHA AlarHo3y YIIMB i slikyBaHHA
TOJIATAI0Th B YCYHEHHI HACJIKIB, [T0B’A3aHUX 3 KOXXHUM
KOHKPETHUM HPOSBOM (0COOJIMBO 3 MOPTAJIBHOIO Tilep-
TeH3i€10), Ta y JIIKyBaHHi, CIPAMOBAHOMY Ha YIIOBiJIbHEH-
HSI TIporpecyBaHHsi XBOpobu. Ycim marieHtam 3 YIIMB
HeOOXi/THO KOXHi 3—6 MiCSAILIB MPOBOAUTA MOHITOPHHT
TeYiHKOBUX (PePMEHTIB Ta MapKepiB, TIOB'I3aHUX i3 CHH-
TeTUYHOIO QYHKIII€IO TTeYiHKY, BKII0YaI04y KoaryJsorpa-
My (IpOTPOMOIHOBUII Yac/MiXKHApOZHe HOpPMaJli3oBaHe
BiZIHOITIEHHST) Ta aIbOyMiH [28].

Ilopmanena zinepmen3ia. JliarHOCTUKA Ta JIIKyBaHHSA
MOPTAaJIbHOI rinepTeH3ii MalOTh BUpIlaJbHe 3HaYeHHS
3 OIJIAZly Ha MOXJIMBI TSKKI HACJIKY, TI0B'A3aHi 3 Kpo-
BOTE€YEIO i3 BAPUKO3HO PO3IIMPEHUX BEH CTPABOXOAY
4y 1UTyHKa. OZJHAK YiTKUX peKOMeHZALiN PO Te, KOJIX
1 fIK TOYMHATY CKPUHIHT i K 4aCTO AOTO NPOBOUTH 32
MB, He icHye. ¥V peTpOCIIeKTUBHOMY AOCII/IXEeHHI, IIpU-
CBAYEHOMY elli30[jaM LIIYHKOBO-KUIIKOBUX KPOBOTEY
y JIOHAOHCBKOMY LieHTpi 714 natieHTiB 3 MB, onucano
18 mauienTis 3 YIIMB, y gkux crnocrepiraaucs miyH-
KOBO-KMIIKOBiI KPOBOTEYi, IPUYOMY CepefiHii BiK BU-
HUKHEeHHA [lepIoi KpoBoTedi cTaHOBUB 20 pokiB (xia-
na3oH 9,7-30,9) [27]. Takuil KUPOKUN BIKOBUM [ia-
Ma3oH Iepesnbayae, MO CKPUHIHT Ha IIOPTaJbHY
riepTeHsilo MOBHMHEH IPOBOAUTHUCA Bigpa3y micif
BCTaHOBJIeHHAA AiarHOo3y YIIMB, nmpu4yoMmy CKpUHIHT
Mae 6yTu mopiunum [18].

[Ilo crocyeTbcs TOrO, K CJIiZ IPOBOAUTY CKPUHIHT,
TO, XO04Ya TPAHCIOTyJIsipHe BHUMIPIOBAaHHS I1€4iHKOBOI'O



NIOPTaJIbHOTO TUCKY € Ha CbOTOZIHI 30JI0TUM CTaHAAPTOM
y BUAIBJICHHI Ta KiJIbKIiCHi} OL{HIII OPTaJIbHOI rillepTeH-
3il, Llell MeTOZ [JiaTHOCTUKY € iHBa3VBHUM 1 He 3aBKAU
noctynHUM. ba Gisblite, BUMipIOBaHHS IpajiieHTa MediH-
KOBOT'O BEHO3HOI'O THCKY IIOTaHO BUSABJISIE IPECHHYCO-
ilaNbHY IOPTaJIbHY TillepTeH3it0, AKa 4aCcTO € KOMIIOHEH-
TOM PpIi3HMX 3aXBOPIOBaHb, IO BXOJATH [0 CIIEKTpa
YIIMB. HesBaxxarouu Ha Te, 10 A1 YTOUHEHHA Ta Mij-
TBEP/DKEHHS IUX JAHUX Ile TOTPiOHI 0aTKOBI JOCIi-
IKeHHst, 6yJI0 OKa3aHo, M0 KiJbKa HeiHBa3WBHUX Map-
KepiB MOXyTb IepebavyaTy HasiBHICTh MOPTAJIBHOI Ti-
TIepTeH3il Ta BAPUKO3HOTO PO3IIUPEHHS BeH CTPABOXOAY
y nauienTis 3 YIIMB. Hamnpuknaz, nporpecyroye 3HU-
’KEeHHs PiBHA TPOMOOLIMTIB PU JIOHTITIOZHOMY CIIOCTe-
peXXeHHi KOPeJIIO€ 3 HaABHICTIO 1 TAXKKICTIO 3aXBOPIOBAH-
HfI TIeYiHKY Ta TI0B’A3aHe 3 MiZIBUILIeHUM PU3UKOM CMepT-
HocTi [37]. KokpaHiBCbKUM OTJIAZ, IPUCBAYEHNUN OLHII
HasABHOCTi BAPMKO3HOTO PO3IIMPEHHS BeH CTPaBOXOAY
y TaLi€HTIB i3 3aXBOPIOBAHHAMMU I1€4iHKYU Ta IIOPTajb-
HOIO TilepTeH3i€t0, CIPUYMHEHNMH iHITMMHU [1aTOJIOTis-
Mu, KpiM YIIMB, niokasas, 1110 CIiBBiIHOIIEHHA KiJTbKO-
cTi TPOMOOIWTIB Ta MOBXUHHKMKA CeJIe3iHKU € OiMbIiI
TOYHUM TIPEIUKTOPOM, HiXK OyZb-SIKUI 3 OKpPeMUX IO-
Ka3HUKIB y ZIOPOC/INX, TOAL fAK iHII AOCTI/KEHHS IIPU-
TYCKAIOTb, IO TIJIbKYU KiIbKiCTh TPOMOOIUTIB MO3Ke Oy TH
OLIbII MOKA30BOO B TemiaTpuyHii momyssii [11, 16].
Y 3B'A3Ky 3 UM bpuraHcbke TOBapuCTBO AUTAYOI ra-
CTPOEHTEPOJIOTi, TenaToIoril Ta XapuyyBaHHA PeKOMeH-
Jiy€ TIPOBOMTH CKPUHIHTOBY €HJOCKOMIIO y MallieHTiB
3 KUJIBKICTIO TpOM6OL[I/IT1B MeH1ue 3a 120x10° /n[16,32].
Ockinbky 1i pekoMeHzalii Oyyiv 3aCHOBaHi Ha JOCIi-
IPKEHHsX 1100 3aXBOPIOBaHb IEYiHKW, BiIMIHHUX
Bin YIIMB, HeoOXxinHi mOAATKOBI AOCTIHKEHHS IS
HiATBEpKeHHA UX pe3ysbTaTiB npy YIIMB. Hapeunrri,
pe3ynbTaT KOMITIoTepHOi ToMorpadii, MPT Ta Y3/,
1110 BKA3YIOTh Ha MIOPTaJIbHY TillepTeH3sito, AK-0T peKaHa-
JIi3aLis MynKOBOi BeHU Ta Bi3yasi3alisi BADUKO3HUX BEH,
TAKOX ly»Ke KOPUCHI /11 BUABJIEHHs MALIIEHTIB i3 10p-
TaJIbHOIO TinepreHsieto [51].

ITicng BCTaHOBJIEHHA [ilarHO3y NOPTAJILHOI rillepTeH-
3i BepXHsl eHOCKOMiYHA OIliHKa € METO/IOM BUOOPY ISt
BU3HAYEHHsI HASIBHOCTI BAPMKO3HOTO PO3IIMPEHHS BeH
CTPaBOXOJly Ta LIUIYHKA, a CKPUHIHT J03BOJIsIE€ BUABUTU
BapUKO3He PO3LIMPEHHsI BeH [0 MOXJIMBOI KpOBOTeYi.
Y manieHTiB 3 BApUKO3HUMY BY3/1aMU BUCOKOTO PU3UKY
(To6TO 2-T0 260 3-TO CTyTEeHs) JryBaHHS Kpallle, HiX 3a-
CTOCYBaHHsI HeceJIeKTMBHUX 6JI0KaTopiB GeTa-aapeHo-
peLenTopiB, 3 OIJIAAlY Ha MiIBULIEHAN PU3UK JIereHeBUX
YCKJIaZIHEHb Y TaKUX NaLieHTiB. I1alieHTy 3 BAPUKO3HUM
PO3IIMPEHHSIM BeH CTPABOXOZY MOXXYTh OyTH BKJIFOUEHi
710 CreLiabHOrO MPOTOKOIY, AKUMA CKJIAJA€ThCA 3 eH/I0-
CKOIIYHMX MaHIiMyJALil, AKi IPOBOJAATHCA Yepe3 pery-
JIAAPHI TPOMDKKY 4acy 10 YCIIIIHOTO YCYHeHHsI BAPUKO3-
HUX po3umupess [16, 33]. 3 ypaxyBaHHAM CyIyTHBOTO
JIEr€HEeBOr0 3aXBOPIOBAHHA NallieHTH 3 MB cxuibHi 10
iZIBUILIEHOTO PU3KKY NPU eHIO0CKONIYHUX MpoLeypax
i aHecre3ii, pu3uK 3arajbHOI aHecTe3il MOBUHEH OyTH
3BaKEHUU LI0/I0 PU3MKY KpoBoTedi. Ha aib, cCbOroaHi
He icHye HeiHBa3MBHOT'O TOKAa3HUKA, SIKUiA OyB 6¥ Bastizo-
BaHUU /i1 IPOTHO3YBAHHSA KOPUCTI BiJj €HI0CKOIIYHMX
npouenyp y nauienTis 3 YIIMB, 4K y BUNAagKy pexo-
MeHzauii Baveno VI a4 mauieHTiB 3 LIMPO30M iHINIOI
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etiosiorii [46]. OnHak HeiHBa3WBHI ITOKA3HUKY, fIKi PO3-
PaxOBYIOTbCA 3a HIIMX IPUYMH NOPTAJILHOI TilepTeHs3ii,
MOXYTb OYTH KOPUCHUMHU [JIsi BU3HAYEHHsI Malli€HTiB,
SKMM OyJie OKa3aHUi eHI0CKOMYHII CKPUHIHT.
[TaiieHTam, SIKUM He[OCTaTHbO JIMIIe MeJuKaMeH-
TO3HOTO JIIKYBaHHS [TOPTaJIbHOI rinepreHs3ii Ta AKi Ma-
I0Th BAPUKO3HY KPOBOTeUy a0o iHIIi yCKIafHEeHHS, K-
OT aclUT, rinepcIuieHi3M Ta TSH)KKa TPOMOOIUTOIIEHis,
MOXYTb JOHOMOITH TPAHCIeYiHKOBi IOPTOCHCTEMH]
LIYHTH (TIPS), cTBOpeHHs XipypriuHuX LIYHTIB, CIJIeH-
eKkToMisl a0 JacTKoBa emboi3awis cenesinku. He ic-
HYy€ 4YiTKOI YMKH IIPO Te, AKUM i3 LIUX METOAIB Kpa-
W, 116 3a3BUYall 3aJIe)KUTD Bijl CUMIITOMIB IallieHTa,
BUXi/ZIHOI aHATOMII, ZIOCBiAY JIiKapiB KJIIHIKM Ta MOXXJIU-
BOCTI TpaHCIUIAHTaLil. ¥ AOCHIi/eHHi, IpOBejeHOMY
I. Gooding et al. [27], 3 38 emi3oziB BApUKO3HOI KPOBO-
Tedi y nauienTis 3 YIIMB 30 6y KymipoBaHi eHI0CKO-
MivHO (J1iryBaHHS 30HAIOM Briekmopa Ta/abo ckiepoTe-
pariisi, OlHOMY MallieHTy 3HaA0OMUIACS iH'€KIisl Meany-
HOTO KJIeH0 Uil IIJYyHKOBUX BapUKO3HO PO3LIMPEHUX
BeH), ToZi AK 2 mauieHtam 3Hagobwmcs TIPS micis
HEB/IAJIOr0 eH/I0CKOIIYHOrO JIIKYBaHHA Ta 1 nauieHTy —
XipypriuHe CIUleHOpeHaJIbHe IyHTYBaHHA IiCJIA HeBJa-
JIOTO eHZIOCKOIIIYHOrO JiKyBaHHA. Clifi 3a3HA4YUTH, 10
1le JocTimKeHHst 6yJ10 poBezieHo B 2005 porii, i 3HaYHa
YaCTHHA MAL[i€HTIB 3a3Hajia CKiepoTepartii, a He JIiryBaH-
Hf, fIKe Ha CbOTOZIHI € Kpally¥M BapiaHTOM JIiKyBaHHA
BapUKO3HOIO PO3IIMPEHHA BeH CTPaBOXoAy. Xo4ya fe-
KOMIIPeCiiiHi IIyHTH He PeKOMEeHYIOThCS AK NepBUHHA
npodinakThKa, BOHM 3a3BUYail € KpallM BapiaHTOM
JIOBTOCTPOKOBOI MPOQINAKTUKKM TIOBTOPHUX BapPHKO3-
HMX KPOBOTeY i3 CTpaBOXO/ly Ta LIJyHKa [45].
Jixapcexa mepania. Ha xanb, MeJUKaMeHTO3Hi MeTO-
[ JIIKYBaHH#A, AKi AI0Th 3MOTY YIOBIJIbHUTH IPOTpecy-
BaHHs a60 nosinumy nepe6ir YIIMB, foci BifcyTHi.
TpagviiiHO Mic/aA BCTaHOBJEHHA fAiarHo3y YIIMB
naiieHTy nourHatoTh npuiiMati YIXK. Xouya ToyHUN
MeXaHi3M Ii Aiil, K i paHilie, BUKJIMKae cynepedyky, Y IXK
€ TiZipodiNIbHOI0 BTOPUHHOIO KOBYHOIO KUCJIOTOIO, SIKA
MiJBUINYE TUIMHHICTb i 3MiHIOE TinpodoOHICTh KOBUI,
a TaKOX HaZla€ LIUTOIIPOTEKTOPHY Ta aHTUATIONTOTAYHY
zito [34, 53]. BinbLicTs JaHuX Npo 3actocyBaHHA YIXK
OTPUMAHO IIpY IHIIMX XOJIECTATUYHUX 3aXBOPIOBAHHAX
nedinky, K-0T [ICX ta [1BX, i Xx0ua ii epeKTUBHICTb PH
[IBX nobGpe moBeneHa, ii kopuctb npu [ICX € cripHOIO.
AHAJIOTTYHYM 9MHOM, Y HEIOJaBHbOMY KOKPAHIBCHKO-
My OrJIAz, IpUcBAYeHOMy marienTam 3 YIIMB, OyJ10 BU-
SBJIEHO, 1[0 [JaHI Ha HiATPUMKY 3aCTOCYBaHHs YI[XK
Iyke OOMEXXeHi: MepeBaXHO Iie HU3bKOSKICHI ZOCIIi-
JDKeHHS 3 BifcyTHicTio iHdopMallii po J0BrocTPOKOBi
pe3yJibTaTH, SIK-0T CMepTh a00 HeOOXiAHICTb TPAHCILIAH-
tauii nevinku [9]. Kpim Toro, y nocnimkenti P. Y. Boélle
etal. [6] YIXK He 3amobirasa po3BUTKy Tspkkoro YIIMB.
3 inmoro 60ky, nocimkenns C. Van der Feen et al. [62]
IPOZieMOHCTpPYBaso 3HvxeHHd JKI1, BUMipsAHOi 3a omno-
MOTOI0 TpaH3uTopHOi enacrorpadii, Ha 0,70 xIla/pik
y TALEHTIB 3 JIETKOI0 (POPMOIO 3aXBOPIOBAHHS MEYiHKH,
azie He y TUX, XTO CTPa)XZa€ Ha LIMPO3 [IeYiHKY, 110B’A3a-
Huii 3 MB. Kopucts YIXK npu YIIMB 11ie He noBezieHa,
aJjie Ha CbOTOJIHI, 3 OIJIANy HA Bi[ICYTHICTb aJIbT€PHATHB-
HUX METOZIB JIIKyBaHHA Ta 3araJlbHy XOPOILy [IepeHOCH-
MiCTh, OCOOJIMBO B HM3bKMX Ta CEpefHiX 703aX, IO
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He TepeBuUIy0Th 20 Mr/Kr/n00y, OUIbIICTD MallieHTiB
3 giarHo3oM YIIMB Bce X Taky [OYMHAIOTh IPUKAMATH
el mpenapar [13].

HemonaBHo Oysv cxXBasieHi HOBI IpenapaTy st Jii-
KyBaHHS TailieHTiB 3 MB, crpsiMoBaHi 6e3mocepeHbO
Ha 6inox CFTR, fiKi IeMOHCTPYIOTh MepCreKTHBHI pe-
3yJIbTATH IMIOZI0 TOJimmeHHs QyHKIil ereHsb [55]. o
HUX HaJexatb iBakagrop, mozpynsaTop CFTR, mo moin-
IIIy€ TPAHCIIOPT XJIOpUZAiB Yyepe3 kaHaau CFTR, skuii o-
crymHui 3 2012 poky, Ta tymakadTop, AKUAN 3aCTOCOBY-
€ThCSA Y IOENHAHH] 3 iBakahTOPOM Ta Mi/IBUIIYE eKCITpe-
cito 6inka CFTR Ha Mem6pai. He3Bakatouu Ha Te, 110
1l IIperniapaTyl NOKa3yTh XOPOLIi Pe3yJbTaTy IpY iH-
IIMX [MIJTYHKOBO-KUIIKOBUX YCKJIQJIHEHHSX, [IOB I3aHUX
3 MB, ix BIMB Ha PO3BUTOK Ta JiKyBaHHA YIIMB
He OyJIO OIiHeHO B JKOAHOMY nociimkenHi [17, 31]. Ha
*aJb, crienudivyHi Metozu stikyBaHHs YIIMB e BincyT-
Hi, i B njii rasnysi, 6e3yMoBHO, HeOOXi/HI oAb /10-
CIi/DKeHHdA. 3apa3 NPOBOAUTLCA KJIiHIYHe ZOCIiIKeHHA
IT dasu, y AKOMy OLIHIOIOTHCSA Pi3Hi CXeMU 3aCTOCYBaH-
HA Ypcomiony y nauientiB 3 YIIMB (NCT00004315).
KpiMm Toro, nocmimkeHHs in vitro mozo iHribyBaHHS Src
3a IONOMOTO0 iHTibiTOpa KiHa3u MOKa3aJH, 10 TIPH 3a-
CTOCyBaHHi Horo B KoM0OiHaliii 3 iBakadpTropom Ta ryma-
KadpTOpOM CeKpellisi PiIMHU XOJIAHTiOLUTaMH BiHOB-
JIIOETBCA 10 HOpMU [21]. TIpoTe KJIiHIYHI ZOCTiZKeHHS
Ha LIbOMY eTalli 11ie He IPOBOAUJINCS.

XapuysarnHa € KIFOYOBUM eJIeMEHTOM BeJleHHs IaLli-
€HTiB 3 MB Ta noB’s13aHe 3 nosinmeHHAM QyHKIi lereHb
i BrkuBaHicTiO Aiitet 3 MB [7]. ManbHyTpunia npu MB
€ 6aratodakTOPHOIO, BKIIOYHO 3 HEJOCTATHICTIO Mif-
IIUTYHKOBOI 3271034, a YIIMB Mo3xe npu3BecTy 10 MaJib-
abcopOii XKUPIB i JKMPOPO3YMHHUX BiTamiHiB. Bupaxe-
Ha MAaJIbHYTPULs caMa co60I0 MOKe CIIPHUATH CTeaTo3y
TIeYiHKY, 10 BXOAUTS 70 criektpa YIIMB. Tomy y Takux
TNALi€HTiB BOXKJIMBO TPOBO/IUTY CKPUHIHT Ta IONIOBHIOBA-
TH 3aI1aCy XUPOPO3UMHHKUX BiTaMiHiB. ITal[ieHTH Takox
YacTo MOTPeOYIOTh MiZBUINEHOTO CIOKUBAHHS KaJIopiit
(110—200% Bix piBHA 3araJbHOI OMYJIALI) TOPAL 3 10-
TPUMaHHSM BUCOKOXXUPOBOI Ai€TU /I NOCATHEHHS Iii-
JIbOBUX NOKA3HUKIB y XapuyBaHHi [7]. [TauienTam i3 He-
JIOCTATHICTIO Ti/IUITYHKOBOI 331031 HeoOXiZHa 3aMicHa
depmenTHa Tepariis [ 7]. Ha xaJib, IOKH 10 He I0BeJIeHO,
IO MeJVKaMeHTOo3He JiKyBaHHA YIIMB nosminmye Hy-
TPUTUBHI [TOKAa3HUKM Y TaKUX mnauieHTiB. OfHaK TpaHc-
IUIAHTALiA TediHKK y mauieHTiB 3 YIIMB nossossna
30eperty HyTPUTUBHUIA cTaTyc. B ofHOMY 3 JOCITiKeHb
6yJ10 NI0Ka3aHO He3HayHe Mi/[BUIeHH:A cepeHboro IMT
gepe3 5 POKIB ITiC/IA TPAHCIIAHTALli ITIOPIBHAHO 3 IIOKa3-
HUKOM 710 TpaHcanTauii (19,6 npotu 18,0 kr/m?), xoua
pi3HuIIs He OyJia CTaTHCTMYHO 3Hauymioro [19, 51].

CKpUHIHT paKy

HesBakarouu Ha BiZICYTHICTb YiTKUX [JAHUX IIPO pU-
3MK PO3BUTKY relaTOLeN0JIAPHOI KapLMHOMH Y MHarli-
eHTiB 3 YIIMB, K10 y HUX BUABJIEHO [IPOrpeCcyrouni
¢$i6po3 abo 1upo3, iX A BKIIOYUTH 0 MPOTOKOJY
CKPUHIHTY Ha renaToLeNIIApHy KapLUUHOMY 3 IIpOBe-
neHHAM Y3/ KOKHI 6 MiCALIB BIANIOBIAHO 1O PEKOMeH-
JaLil A UMPO3iB iHIIOI eTioJIorii.

TpaHcIIaHTaLiA

3a nannmu Peectpy narienTis i3 MB, no 2016 poky
1642 nariientam i3 MB 6yJ10 poBeieHO TPaHCIUIAHTAILiI0

24 BICHWK KNYBY NAHKPEATOJONIB CEPMEHb 2024

oprauiB [15]. TpaHcruiaHTamist JereHb Oysia Hal4acTi-
IIMM OIlepPaTUBHUM BTPYYaHHSIM y TaKUX NauieHTiB. [1a-
LiEHTaM 3 TSDKKOIO OPTaJIbHOIO TillepTeH3i€lo, 3yMoBJIe-
How YIIMB, i3 3a1y1aHOBaHOIO TPAHCIIAHTALIEIO JIeTeHb
edeKTHUBHO JI0TIOMara€ OfHOYACHO IIpPOBeJieHa TpPaHC-
TUTaHTaLlisl IeYiHKY Ta JiereHb [29]. Ha *asib, GiIbIIicTh
DOCT/DKeHb, TIPOBeJIeHNX MPOTATOM OCTaHHBOTO Jecs-
TUJITTS Ta MPUCBSIEHNX KOMOIHOBaHIi TpaHCIIaHTallil
NIeYiHKM Ta JiereHb, IIepeBaXXKHO BUXOJATH i3 JJOCBify
JIMLIIe OJHOTO KJIIHIYHOTO LieHTpy. TpaHCIuIaHTalid Tilb-
KU TIe4iHKY [IPOBOAMJIACA MalieHTaM 3 MB i3 nediHko-
BOIO JIEKOMITEHCALi€0 Ta MPOsBaMU MOPTAJIbHOI Timnep-
TeH3il (BapuKO3HA KPOBOTEYA), Y AKUX (YHKIIis JiereHb
Oysia 30epexena [2, 29]. BuB4eHHs BIUIMBY TPaHCILIaH-
Talii ne4iHKy Ha QYHKIIiIO JiereHb MOKa3aJlo, [0 TPaHC-
IUTAHTALlisl IeYiHKY He HaJa€ Hi MO3UTUBHOIO, Hi Hera-
TUBHOTO BIUIMBY Ha OYVHKI[IO JiereHb, TPH I[bOMY
He CIOCTepiranocs pisHML y MBUAKOCTI 3MEHIIeHHS
dopcoBaHoro 06’eMy BUAMXy 3a neputy cekyHzny (FEV1)
HicJIA TpaHcIiaHTanii [49]. IHme focsizkeHHs, IpoBe-
neHe y Benwmkiin Bpurawii, mokasano, 1o MBUIKICTH
3meHInenHs1 FEV1 6yna Hmk4oro (-0,74%, p=0,04) no-
PIBHAHO 3 IPOTHO30BAaHMM LIOPIYHMM 3MEHLIEHHAM
Ha 3% y nauieHTiB 3 MB 11poTArom 4 pokis IicjisA TpaHC-
wiaHrauii [19]. Hapemiri, peTpocrneKTUBHUWI aHasi3
ZIOBIOCTPOKOBUX pe3ysbTaTiB y 9 maiieHTiB 3 MB, fAki
NepeHec/ TPAHCIUIAHTAL[I0 [eYiHKW, IpPOBe/leHni
B OJHOMY KJIIHIYHOMY LIeHTpi, [I0Ka3aB, 0 TPbOM 3 HUX
OyJa moTpibHa HaflaJl TPAHCIIAHTALlisl JIETeHb, a OfIHO-
My — KOMOiHOBaHa TPAHCIUIAHTALIis IEYiHKY Ta JIeTeHb
npotaroM 10 poKiB MicaA NEepBUHHOI TpaHCIUIAHTAL
nedinky. [lle 4 mauieHTH MPOXOAUIN OOCTEXEHHS ISt
NO7IaJIbIIOI TpaHCIIAHTALli JiereHb [59]. Xova TpaHc-
IUTaHTAllid IeYiHKM MOJKe CIIOBUIBHUTH 3HIDKEHHS
nereHeBOi (QYHKIIil, BOHA He 3YNUHSE MPOTPeCyBaHHS
3aXBOPIOBAHHSA, 1 3peLITOI0 MallieHTaM TaKOX MOXe
3HaZIOOUTHUCS TPAHCIUIAHTALis JiereHb [51].

Ha chorozii HeMae 4iTKMX peKoMeHzalliu, ki 6 1o-
NIOMOTJIA BU3HAYMUTY, fKi nmauieHtu 3 YIIMB noBuHHI
OyTH KaHAWUAaTaMU U1 TPaHCIUIAHTALil nediHku. 3a-
3BUuall nauieHty 3 YIIMB po3risaaaoThcsa A TpaHC-
IUTAHTALlii ITeYiHKY 32 HasIBHOCTI O3HAK IIeYiHKOBOI fie-
KOMITeHcallil, IK-0T KoarysomnaTia (MiXKHapoJHe HOp-
MaJti3oBaHe BiHOIIEeHHS >1,5), aCIIUT, JKOBTSHUILISA 200
BeJIMKa BapUMKO3HA KPOBOTeYa, fIKa He MOXe KOHTpO-
JIFOBAaTUCh NopTocucTeMHUM 1yHTOM [40]. Kpim Toro,
3aJIMMIAIOTHCS PO30DKHOCTI IMIOZI0 BiATIOBIHOTO BiKY
JJ1 TPaHCIUIAHTAaLi. BijbIIicT TpaHCIUTaHTALIM NIeYiH-
ku nipu YIIMB Bukonyetbcs aitTam: 79% (182 i3 230)
TPAHCIUIAHTAIlil [Ie4iHKY y nanieHTiB 3 MB Oyu BUKO-
HaHi AiTam y nepiog 3 1987 o 2008 pik [2, 23]. ITpotu-
MOKA3aHHAMM JI0 130JIbOBAHOI TPAHCILIAHTALI] TeYiHK1
€ aKTUBHI JiereHeBi iHdeKIii a00 3HKeHHS QYHKIIIT Jie-
reHb, 10 BUpaxaetbca y FEV1 menmie Hix 50%, 3Hau-
HU# $ibpo3 JereHb mpu Bidyasisauii abo jereHeea ri-
nepTeHsis (>35 MM pT. cT.) [23]. Y Takux mauieHTiB cif
PO3T/IANATA MOXJIMBICTh KOMOIHOBAHOI TpaHCIIaHTa-
uii medigku Ta jeredb. OfHAK 4acTOTa KOMOIHOBAHUX
TPAHCIUIAHTALlI [eYiHKA Ta JiereHb 3aJIMINAEThCSA
HU3bKOIO: y nepiox 3 1987 no 2008 pik — swume
6% TpaHCIUIaHTALli{ Bifi 3arajibHOI KiJIbKOCTIi, a B Te-
pion 3 2005 nmo 2015 pik y HaykoBomy peecTpi



PeLVITiEHTIB TPAHCIIAHTATIB 3 yciX mpudrH OyI1o 3ape-
€CTpoBaHO e 50 Takux BUNAAKiB [2, 52]. [Tanientn
3 MB, siki moTpeby0Th KOMOGIHOBAHOI TPAHCIIAHTAIIiT
NIeYiHKY Ta JiereHb, TIOBUHHI MaTH O3HAaK{ 3HIKEHHS
nereneBoi ¢yHkuii 3 FEV1 Hinkue 3a 40%, a ixHiit gia-
THO3 Ma€ OyTH MiATBEPKEHUI reHeTUYHUM aHaJi30M.
AJie MOXYTb ZIOIyCKaTHCS BUHATKY. I1arieHTam cTapie
18 poKiB MPUCBOIOETHCS TPpaiallis, sika Ha 3 6aiu HUK4a
3a MOJieJIb MeZliaHHOTO PO3IOZAiTy TepMiHaJbHOI CcTazii
3axBopioBaHHA nedinku (MELD) anisa TpaHcruiaHTanii
peLuIieHTaM IeYiHKY y Till ke clielliabHii JOHOPChKIN
rpymi. ITanientam Bikom 10 12 pokiB, fAKi BiANOBIZA0Th
BUMOTaM CTaHJAPTA30BaHUX NeAiaTPUYHUX IOKa3HU-
KiB TepMiHaJIbHOI CTazii 3aXBOPIOBAaHHA I€YiHKY, a Ta-
KO ITarfieHTaM BikoM Bizi 12 710 17 pOKiB IPHCBOIOETHCSA
rpajariid, o JOPiBHIOE MeJlilaHHOMY NOKa3HUuKy MELD
NIPY TPAHCIUIAHTALlii 171 BCiX PELIUITIEHTIB MTeYiHKY B Til
e CrieliabHii JOHOPCHKIX rpymi [52].

Y peTpocrieKTHBHOMY JJOCTi/IKeHHi, IPOBeZIeHOMY Ha
OCHOBi 6a3u Janux O6’eqHAHOI Mepesxi TpaHCIIAHTalil
OpraHiB, OLIHIOBAJIMCA JOBrOCTPOKOBI Pe3yJIbTaTy y Ia-
1ieHTIB 3 MB, sAKi nepeHecy TPaHCIUIAHTALIO TeYiHKY.
Xoua 11i MOKa3HUKK OyJIY JIeNo HIDKYMMY, HDK IpY iH-
11 eTiosoril 3aXBOPIOBaHb IeYiHKH, 5-piuHa BUKUBA-
HiCTb NPY TPAHCIUIAHTalil, 0B s3aHiit 3 YIIMB, Gyna
oIMcaHa fIK foctaTHa — 85,5% y giteid Ta 72,7% y no-
pociux. ITIo e BaXk/MBiIle, 11i TOKa3HUKY OYJIU 3HAUHO
KpallMMY, HiK TIOKAa3HUKY 5-PivHOI BI)KUBAHOCTI y Ma-
Li€HTIB, K 3a/IMLIAINCA Y CIIACKY OYiKyBaHHA HA TPAHC-
IJIaHTaLio, 3 Koedilientamu pusuky 0,33 Ta 0,25 y zi-
Tel Ta IOPOCIMX BiZNOBiAHO [48]. B iHmomy nocmimpken-
Hi, Y fIKOMY OLIHIOBAJIUCA i30JIb0OBaHA TPAHCIUIAHTALiS
TIeYiHKM Ta KOMOiHOBaHA TPAHCIIAHTAIlis TIeYiHKHY 1 Je-
reHb, IOKa3HUKY 1- Ta 5-piuHOI BUKMBAHOCTI MiX ZIBOMA
rpynamu cyTTeBo He BifpisHsanuca (80% ta 80% mpotu
83,9% Ta 75,7% BinnosizHO) [2]. OCHOBHMMYU IPUYMHA-
MU CMepTi TaKUX MAI[ieHTiB OyJIM JiereHeBi 3aXBOPIOBAH-
HA (22,7%) Ta xpoBoteui (18,2%) [2]. TakuM yuHOM,
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y TAL{i€HTIB 3 IEKOMITEHCOBAaHMM LIIPO30M Ie4iHKH abo
HEKOHTPOJIbOBAHOIO KPOBOTEYEI0 BHACIIZIOK OPTAJIbHOL
rinepTensii, IO He MiAA€THCA XipypriYHOMY IIYHTYBaH-
Hi0 a6o TIPS, TpaHCIIaHTallis IeYiHKY € HAMOLIbIII TTi/-
XOJAIVM BapiaHTOM JIiKyBaHHS SIK OKPeMO, TaK i B IIO€/I-
HaHHi 3 TPAaHCIIAHTALi€l0 JIereHb.

BHUCHOBOK

OcTaHHIMK pOKaMU HAyKOBUY MIPOTpec, OB AI3aHUI
13 mizixofaMu 710 J1iKyBaHHA MB, IpUBIB 710 BUPaXEHOTO
301/IbIIIeHHST TPUBAJIOCTI KUTTS TAIlieHTIB i3 MB HaBiTh
TIOPIBHAHO 3 OKa3HUKAMHU JIeCATUPIYHOI AaBHOCTI. He-
3Ba)Kal0uu Ha Te, 10 IIPOrHO3 JId NauieHTiB 3 MB icro-
pUYHO OYB TTOB’sI3aHKI 3 IOTIPIIIEHHSM JiereHeBoi PyHK-
nii, HuHI YIIMB € TpeTbor IPOBIZHOK NPUYMHOIO
Y CTPYKTYPi CMEpPTHOCTI IIAL[i€HTIB Ta HAUIIOIMPEHIIIO0
HeJIEreHeBOK IPUYMHOK0 CMepTi, NOB’A3aHo0 3 MB,
CTaHOBJISTYM 710 5% BUIAZIKiB cMepTi. [lIoHe1aBHa y Gisib-
mwocTi nauieHTiB 3 YIIMB 3axBOproBaHHS BUABJISIOCA
y OIATSYOMY Billi, TIPOTe OCTaHHi JaHi CBi4aTh IIPO MOX-
JIUBY <«JIPYTY XBUJIIO» YPa)KeHHs MeYiHKH, fKa CToCTepi-
raeTbCsl y AOPOCIOMY BiLli [37]. 3anuinaeTscs He3po3y-
MIJIAM, YU Iie 3aXBOPIOBAHHS NEYiHKU € HaCJiIKOM 6e3-
nocepeZiHb0 MB, uu 11e pe3ysbTaT BTOPUHHUX BIUIUBIB,
AK-OT XPOHiuHi iHQeKIi, JikapcbKa Teparisi 4 Iie
He BUBYEHI NaTOJIOT4Hi npouecy. JIoci HeMae eVHOro
niaxozy zo AlarHoctiky YIIMB, oco6mBo 3 oriiszy Ha
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YHIBEPCUTET  IMEHI

YpaxxeHHs nediHku npu mMykosicumaosi (YINIMB) nociaae
TPeTe MicLe cepeAp OCHOBHUX NMPUUYUH CMEPTHOCTI y nawli-
€HTIB i3 MykoBicUMA030M (MB). Xoua 6iAbLUICTb NALLEHTIB
i3 YINIMB € neaiaTpUyHUMM NauieHTaMKu, OCTaHHi AOCAI-
AKEHHSA CBiAYaTb NPO HASABHICTb «APYIOi XBUAI» ypaXKeHHS
NeyiHK1 y AOPOCAOMY BiLli.

Kpim biniapHoro umpoasy, y baratbox naujenTis i3 MB moxe
PO3BMBATUCS CTeaTo3 nedviHkn. TpMBaAui Yac cTeaTtos ne-
UiHKM Y NauieHTiB i3 MB nos’asyBaAn 3 AeDiLMTOM MOXKUB-
HUX PEYOBMWH, 30KpPEMA HEIAMIHHUX XUPHUX KUCAOT. OA-
HaK OCTaHHIM YaCcOM CTaAO BIAOMO, LLIO CTeaTto3 y nallieH-
TiB 3 MB € 6aratodaktopH1M ABULLEM, | MOrO natoreHe3
NOAIGHUI A0 TAKOro B 3araAbHin nonyasLii (MetaboAivHO-
acoujoBaHa XupoBa XxBopoba MeviHKM | aAKOTrOAb-
acoujroBaHa xBopoba neyviHkK). AOCAIAKEHHST HA OCHOBI
aHKETyBaHHS, NpoBeAeHe Y Beankini bputaHii, nokasano,
Lo 83% nauieHTiB 3 MB BXWBatOTb aAKOTOAb.

LLle oAHMM 3HaAUyLMM CTaHOM, LLO MPU3BOAUTL AO XPO-
HIYHOro ypaXXeHHs NeyviHkK1 y nauieHTiB 3 MB, € AiToreHes
YHaCAIAOK 3MiHW CKA@AY XKOBUYI Ta 1i 3acToto. Lie moxe npu-
3BECTU AO CTPUKTYP XOBUYOBUBIAHUX LLUASIXIB Ta CKAEPO3Y-
FOUOr0 XOAQHTITY, IKWHK, 3i CBOrO BOKY, MOXe MPU3BECTH AO
BTOPMHHOIO BiAiapHOro LMpPOo3y.

Kpim AabopaTopHMX MapkepiB Ta BidyaAi3aliMHUX Me-
TOAMK, AAA AiarHOCTUKKM YIIMB BMKOPUCTOBYHOTLCA iHLLUI
HeiHBa3WBHI NMOKa3HWKK CTaHy nediHkK. Cepep HUX ABa
AabopaTopHi MapKepu — iIHAEKC CMiBBIAHOLLIEHHA acnap-
TaTamiHoTpaHcdepasmn i TpomboumnTtiB (APRI) Ta Mapkep
dibposy FIB-4, aki kopeatotoTb 3 HasBHicTio YIIMB, aia-
rHOCTOBAHOIO NMPW NOABIMHIN Bioncii neviHku.

lMicaa BcTaHOBAEHHSA AlarHody YITMB LiAi AikyBaHHA NOASI-
ratoTb B YCYHEHHI HACAIAKIB, NOB’I3aHUX 3 KOXHUM KOH-
KPETHUM MPOSBOM (OCOBAMBO 3 MOPTAAbHOM TinepTeH-
3i€10), Ta Y AiKyBaHHi, CNpAMOBaAHOMY Ha YMOBIAbHEHHSA
nporpecyBaHHsi XBopobu. Ycim naujeHtam 3 YINIMB Heob-
XIAHO KOXHi 3-6 MicALiB MPOBOAUTU MOHITOPUHT MEYiHKO-
BUX GEPMEHTIB Ta MapKepiB, NOB’A3aHUX i3 CUHTETUUYHOIO
OYHKLIEIO NEYiHKKU, BKAKOYHO 3 KOAryAorpamoto.

Ha >anb, MepMKaMeHTO3HI METOAM AiKyBaHHSA, AKi AakOTb
3MOry YMNOBIAbHUTU MPOrpecyBaHHs abo MOAINWKTK nepe-
6ir YMMB, aoci BiacyTHI. TpaaWLiMHO MiCAS BCTAHOBAEHHS!
piarHosy YIMMB nauieHTM Mo4YMHaloTb NPUMMaTH YPCoAe-
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30KCUXOAEBY KUCAOTY. BaXkAnBe 3HaUEHHS Ma€e xap4yBaHHS.
HeobxiaHO 3BEpTaTH yBary Ha AikyBaHHS MOPTaAbHOI rinep-
TEeH3ii (MeAMKaMEHTO3HE, EHAOCKONIUHE, XipypriyHe). Y H13-
Ui BMNaAKiB MOTPiBHa TpaHCMAAHTALs MEeYiHKW, IKa iHOA|
MPOBOAUTLCH OAHOYACHO 3 TPAHCTAAHTALLED AETEHD.
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Cystic fibrosis liver disease (CFLD) is the third leading
cause of death among patients with CF. Although the ma-
jority of patients with CFLD are pediatric patients, recent
research suggests a “second wave” of liver damage in
adulthood.

In addition to biliary cirrhosis, many patients with CF
may have hepatic steatosis. For a long time, hepatic
steatosis in patients with CF was associated with nu-
tritional deficiencies, in particular essential fatty acids.
Recently, it was found out that steatosis in patients with
CF is a multifactorial phenomenon and follows a similar
pathogenesis to that observed in the general population
(metabolic-associated fatty liver disease and alcohol-
induced liver disease). In the UK, a questionnaire-based
study revealed that 83% of CF patients consume alcohol.
Another significant condition leading to chronic liver
damage in patients with CF is lithogenesis, due to chang-
es in the composition of bile and its stagnation. This can
cause biliary strictures and sclerosing cholangitis, which
in turn may lead to secondary biliary cirrhosis.
Inadditionto laboratory markers and imaging techniques,
other non-invasive indices of liver health aid in the diag-
nosis of CFLD. Two laboratory markers, the AST-platelet
ratio index (APRI) and the fibrosis marker FIB-4, correlate
with the diagnosis of CFLD through a double liver biopsy.
Therapy goals for CFLD include addressing the sequelae
associated with each specific manifestation, particularly
portal hypertension, and slowing the progression of the
disease. All patients with CFLD should be monitored ev-
ery 3-6 months for liver enzymes and markers related
to liver synthetic function, including a coagulation profile.
Unfortunately, there are still no drug treatments to slow
the progression or improve the course of CFLD. Tradition-
ally, doctors administer ursodeoxycholic acid to patients
after diagnosing CFLD. Nutrition is important as well. It
is necessary to pay attention to the treatment of portal
hypertension (drug, endoscopic, and surgical). In some
cases, it becomes necessary to perform liver transplan-
tation simultaneously with lung transplantation.



