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YPCOOE30KCUXONEBA KUCIOTA:
KJTI0YOBUW MPEMAPAT Y TEPATI
MEPBMHHOIO BIJTIAPHOIO XOJTAHTITY

MNepBUHHWI BiniapHW xonaHriT (MBX) - Lwe pigkicHe aBTOIMyHHe
X0/1ecTaTUYHe 3aXBOPHOBAHHSA MeYiHKW, AKe XapakTepusyeTbCs
YPaXKeHHAM APiOHMX BHYTPILLHbOMNEYiHKOBUX XXOBUYHMX NPOTOK,
O NPU3BOAUTL A0 XonecTasy, ¢ibpo3y N NOTeHLiNHO A0 Lpo3y
neviHkK. bes edpekTBHOrO NikyBaHHA MNBX 34aTHUIA LWBNAKO
nporpecysaTy Ta CNPUYNHATY TAXKi NeYiHKOBI YCKNaZAHEHHS,
SIK-OT NOpTa/ibHa rinepTeHsia v neviHkoBa HeAOCTaTHICTb,

a TakoX NigBULLEHY CMEPTHICTb cepe/ NaLlieHTiB.
TpvBanuii Yac eTioNorivHi Ta NaToreHeTUYHI YHHWKN po3BUTKY MBX 6ynun HeBigoMi,
TOMY BMPOBaKeHHSA epeKTUBHOITro MeMKaMeHTO3HOr o JlikyBaHHS A/151 YMOBI/IbHEHHS
nporpecyBaHHA ¢ibpo3y NeyiHkM 6y10 HEMOX/INBKUM i EAMNHOIO HAZIED Ha BUXXVBAHHSA
AN NALEHTIB 3 NMi3HIMK CTaiasMy XBOPO6U Byna TpaHCNAaHTauid NeyviHKN,
3BaXkarouy Ha aBTOIMYHHY NPUPOAY YPaxeHHs nediHkn npu MNBX, NpoBOANNNCHA YNCIEHHI
AOCNIIKEHHA WOA0 BUKOPUCTAHHS B Oro Tepanil pisH1X npenapaTis
3 iIMyHOCYMpPeCc1BHOI Ta NPOTM3anasbHOK AiAMK (B TOMY YNCIi KOPTUKOCTEPOIAIB,
KONIXiLMHY, LMKNOCNOpKHY, MeToTpekcaTy, D-neHiymnamiHy, azaTionpuHy), nporte
KNiHIYHI edekTn Takoro NikyBaHHSA 6yn MiHIMalbHUMWK, @ NO6IYHI peakLii - 3HaYHUMWN.
Cnpa.xHimM npopueoM y Tepanil [MBX cTano BnpoBaiXeHHs ypCcoAe30KCX01eBOl KNC/IOTU
(YAXK) ak npenapaTy nepLuoi niHii. CBoevacHa giarHoctvika MNMbX i npusHayveHHa YAXK garotb
3MOry MNOKPALLUTI KNiHIYHMIA Nepebir XBopoby, yNoBiNbHUTY PO3BUTOK GibpO3y Ta LMPO3y
neYiHKK, NONIMLWMTU MOKA3HUKM BUXXVBAHOCTI NaLEHTIB 6e3 TpaHCnaaHTaLil neyviHKn.

Etionoria MBX € 6aratopakTOpPHOO 1 OXOMNOE
PI3HOMAaHITHI reHeTUYHiI, enireHeTUYHI, iIMyHOJIOTiYHI
UMHHWKW, @ TaKOX HECNPUATANBI YAHHWKN JOBKINNS.
Ak i 6baraTo iHWKX aBTOIMYHHMX 3aXBOpOBaHb, MBX
3HAYHO YacTille TPaNISETLCA B XIHOK; BBaXaETbCA,
LLIO CNiBBiIAHOLUEHHSA NALEHTIB XiHOYOT Ta Y0/10BIYOl
cTaTi 6am3bke A0 9-10:1. IMOBIPHICTb BUHMKHEHHS MBX
3pOCTaE 3 BiKOM, i MepeBaxkHa biNbLUICTb NaLiEHTIB OT-
PUMYIOTB ZiarHo3 y Bili 35-55 pokis. [1BX Moxe BucTy-
naTy KOMOPBIAHVM CTAHOM 3 IHLINMUW aBTOIMYHHUMMN
XBOpPO6amU, AK-0T aBTOIMYHHUIA renaTuT, CUCTEMHN
YepBOHW BOBYaK, aBTOIMYHHWIA TUPEOIANT, peBMaTo-
iAHWIA apTpUT TOLLO. MNBX BBaXa€eTbCA PiAKiCHM 3aXBO-
PrOBaHHAM: 3@ PiI3HUMU AAHVIMUW, OO NOLLIMPEHICTb
konmeaetbcs Big 1,91 go 40,2 Bunagky Ha 100 000 Hace-
NeHHs. MNepwnmmn CMMNTOMaMM 3a3B1Yali BUCTYNarTb
YTOMJIFOBaHICTb, CYXiCTb C/IN30BUX OOOJIOHOK OYeli
i poTa Ta BUpaxeHuin cBepbiX, AKNI NepeBaXxHo No-
KanizoBaHWM y AiINAHKAX 4ONOHb i CTOM i MiACUAIOETLCA
BHOUI; pigLLe MOXyTb TpanasaTucs 6inb i gnckomopopT
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y NpaBOMy BEPXHbLOMY KBaZpaHTi XMBOTa. I3 nporpe-
CyBaHHSAM XBOPO6U BUCTYNalOTb Ha NepeaHil nnaH
CVIMNTOMMU, MOB'A3aHi 3 NOPYLUEHHAM MeTabonismy
ninigis (rinepxonectepuHemis, rinepainigemis, gediuu-
TV XKMPOPO3UYMHHKX BiTaMiHiB, OCTEOMeHisa 1 ocTeono-
P03, BUHVNKHEHHS KCAHTOM i KCaHTeNasM), a B TAXKKUX
BUMaAKax — NPOABU LMPO3Y NeYiHKn1 Ta NopTanbHOT
rinepteHsii. LLle o4H1M 3arpo3nvBuM yCKAagHEHHAM
MBX, 0co6/MBO AN NaLEHTIB 3 $ibpo30oMm i Lpo3om
MeyiHKK, € PO3BUTOK renaToLentoNnapHOi KapLHOMMN.

Xoua giarHoctumka MNBX 3HauyHOo nokpaLymaaca oc-
TaHHIMYW poKaMu, BeIMKa KiNbKiCTb MaLieHTIB 3aMLLa-
HOTbCA HegiarHoCToBaHVMW. [liarHo3 MNBX Mae po3rng-
JaTNCS NPY BUSIBJIEHHI 03HAK XoecTasy (NiABULLEeHHS
AKTUBHOCTI Ny>KHOT pocdaTasm (J1P) i y-rnyTaminTpaHc-
depasu (ITT) y cmpoBaTLi KPOBI, XKOBTAHWLS, CBEPHIX)
UK LIMPO3Y MeYiHKN, O He MOXYTb ByTV MOACHEeHI
iHWWMK NnpudnHamun. JiarHo3 MBEX moxe 6yTn BCTa-
HOB/IEHNI 3@ HAasBHOCTI ABOX i3 TPbOX O6'EKTUBHUX
KpUTEpIiB: TUTP CMPOBATKOBUX aHTUMITOXOHAPIaIbHNX



aHTUTIN (AMA) 21:40, nigsuieHHa pisHis JI® >1,5
Bif, BEPXHbLOI MexXi HopMmu (BMH) npoTtarom =24 tmnx-
HiB | BiANOBIAHa ricToNOri4YHa KapTrHa bionTaTis ne-
YiHKW (30KpeMa, HEerHiMHWA XONaHriT i ypaxeHHs
MiXKUaCTOUKOBVX XXOBYHMX MPOTOK). bioncis nevin-
KV He € 060B'A3KOBOO A1 BCTAaHOB/IEHHSA AiarHo-
3y MNBX B AMA-MO3UTUBHUX MAaLiEHTIB i NepeBaXxHo
BNKOPUCTOBYETLCH A/15 BU3HAUEHHS CTajii XBopoobu
Ta B KNiHIYHWX BUNpPOobyBaHHAX. OKpim TOro, B Na-
LieHTiB 3 MBX YacTo cnocTepiraroTbCs NiABULLLEHHS
aKTMBHOCTI amiHOTpaHcdepas Ta piBHS iMyHOr106yNi-
HiB, NepeBaxHO IgM, a TakoX 3pocTaHHA TUTPiB ANA
anti-sp100 i anti-gp210.

MeToto nikyBaHHS MBX € nokpaLleHHA nabopaTop-
HUMX NOKa3HWKIB, cTabinizaLis abo NokpaLleHHs ricTo-
NOTiYHMX pe3ynbTaTiB, 3anobiraHHsa LMPO3y NeydiHKK
Ta oro gekomrneHcawii, npodinakTika po3BuTKy re-
naToLesiioNApHOT KapLMHOMU, @ TaKOX NMOKPaLLEeHHSA
AKOCTI XUTTA. HemegrikaMeHTO3He nikyBaHHSA MBX
nonsirae B AOTPUMAaHHI 340POBOro Crocoby XUTTA
(di3nYHa aKTUBHICTb, Ai€Ta, BUKAOYEHHS ankoroto
Ta naniHHs). MegnkameHTo3He nikysaHHs MNBX po3no-
UMHAETLCSA 3 MoHoTepanii YAXK, 3a noTpebu o4aTKOBO
NpY3HaYaTLCA NpenapaTtun Apyroi NiHii (obeTnxonesa
KucnoTa, ¢ibpatu, bysecoHis).

YAXK - ue 7-B-enimep xeHOAE30KCUXONEBOI KNC-
NOTW, LLO 3a CBOIMW XapaKTepucTkamu € rigpodinb-
HO, HELINTOTOKCUYHOI XOBYHOK KUCNOTOR, KA
NPUPOAHO MICTUTBLCA Y cknagi xkoBui. YAXK mae rena-
TOMPOTEKTOPHY Ta XXOBYOTIHHY Jii, 3MEHLLYE anikaibHe
3aXOMJIeHHS TOKCUYHUX FiAPOPOOHUX eHA0TreHHIX
XOBYHUX KMCAOT XONAHrioLMTaMK, 3aX1LLAE MeMbpaHy

3MiHa cknagy XoBui (3MEHLLEHHS
BMICTY rifipoOGHUX YXOBYHUX KUCTOT)

EHTeporenaTtuyHa
LmpKynsuis
YXXOBYHUX KMCNOT

FEMATOUNT .
XOJTAHrIoynT '

renaTtounTiB Bif BMAMBY TOKCUYHMNX COMEN XOBYHMX
KNCNOT i IpUrHivye BUpobAEHHSA Npo3ananbHOro iHTep-
nerikiHy-2 [9]. MpuitmaHHs YAXK aa€e 3Mory 3MeHLWnTI
KOHLIEHTPALLit0 B XXOBYi NOTEHLIAHO renaToTOKCUYHNX
FiAPOPOBHNX XXOBUHMX KMCIOT (XONEeBOI, XeHOe30KCU-
X0/1eBOI, 1630KCMX0NeBOI Ta NiTOXONEBOI); ONMCAHO
KopesnsALito Mix 36inbLueHHAM YacTkn YAXK y xoBui
M MokpaLeHHAM BioXiMiYHMX MOKa3HUKIB GYHKLLT
neyviHku [7]. Tepania YXK 3aTprmMye nporpecyBaHHs
¢$ibpo3y B nauieHTiB 3 MNBX LWAAXOM 3MEHLLEeHHS 3ana-
JIEHHS Ta 3HMXKEHHS NMPOAYKLiT KonareHy 3ipyactmMum
KniTnHaMmu nediHku [11]. MexaHi3m Aii Ta No3UTUBHI
edexTn YAXK npwm MBX nokasaHi Ha pucyHky 1 [10].

MoHoTepania YAXK y fosi 13-15 Mr/kr macu Tina
Ha J06y € 3010TUM CTaHAAPTOM MepLUOi NiHil NiKyBaHHSA
MNBX[1, 2, 21]. YAXK 3a3Bnyain 4obpe nepeHoCnUTLCS
nauieHTaMu; NobivHi edekTy, SK-0T CBepbiX, Aiapes
yun Binb y NpaBoOMy BEPXHbLOMY KBaApPaHTI X1NBOTA,
€ piakicHumm [13]. MpuiimaHHa YXK € 6e3neyHnm
niz Yac BariTHOCTi Ta NicnA NO/0TiB, TOMY Mepepmsa-
TV NikyBaHHA MBX y BariTHMX MaLieHTOK He NOTPI6HO
[116]. JoBroTpuBane npodinakTnyHe 3aCTOCyBaHHA
YAXK nicna TpaHcnaaHTaLii neviHky 6inbLu HixX yABIi
3HUXXYE pU3nK peumamsy MNBX, NprubAN3HO BTpUYI —
pU3MK BIATOPrHEHHSA TPaHCMIaHTaTa M BinbLu Hix
YABIYi — pU3KK CMepTi Yepes NeyviHKoBI yCKIagHEHHS;
TakoxX nNpuiimaHHs YAXK ga€ 3MOry 3HU3NTW NoKas-
HUKW 3arasibHOI cMepTHOCTI [120].

BinbLwicTb nauieHTiB 3 MNBX seMoHCTpyE J06py Te-
paneBTUYHY BiANOBIAb Ha MOHOTepanito YAXK, npoTe
JAesAKi NaLjieHTN He MaroTb 3HaYHOro NMOKPAaLLEeHHs Nna-
60paToOPHMX MOKA3HWKIB MicNA NpusHaveHHs YXK abo
JEeMOHCTPYIOTb HEMOBHY BiAMoBiab [4]. Y TakvxX NaLieHTiB
npuiiMaHHsa YAXK BapTo NpoZoBXyBaTy Ta JONOBHOBa-
TV NpenapaTtamMmu Tepanii Apyrol NiHii, 40 AKX HanexaTb
obeTuxoneBa kK1cnoTa, GibpaTn i byaecoHis.

Hopmanisauis cekpeTopHoi hyHKLii renatouuTis

LIMTONPOTEKTOPHWIA | aHTMANONTOTUYHUI edeKTn

Hopmanisaujisi cekpeTopHOT GYHKLis XonaHriouuTis ‘

LIMTONPOTEKTOPHWIA | aHTMANONTOTUYHUI edeKTn

IHri6yBaHHA BCMOKTYBaHHS rigpodo6HUX XXOBYHUX KUCTOT

3MeHLeHHs
3anasneHHs

A 4 A 4

3MEHILEHHS ®IEPO3Y ‘ S 2

3MeHLUEeHHS NpoayKLii
KonareHy

Puc. 1. MexaHism gii YAXK npwn NBX
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EdekTmBHicTb Tepanii YAXK ansa nauieHTiB 3 MNBX
6yn0 foBeseHO 3a pe3yibTaTaMy YNCIEHHNX HAYKOBMX
ny6nikauin. Y nepwomy X KiiHiYHOMY AOCiAKeHHI 3a-
CTOCYBaHHS cTaHAapTHUX 03 YAXK (13-15 mr/kr) 6yno
NPOAEMOHCTPOBaHO 3HaYHe MokKpaLLieHHs 1abopaTop-
HWX MOKa3HWKIB Yy nauieHTiB 3 [BX: npoTarom 2 pokis
NiKyBaHHA akTUBHICTb [TT, JI®, anaHiHaMiHOTpaHC-
depasn Ta piBeHb 6inipybiHy 3HM3UAUCS Ha 78, 65,
68 i 36% BignosigHO [8]. 3a pe3ynbTataMu HewoaB-
HbOIr0 MeTaaHasi3y 6y/no NoKas3aHo, Lo NpU3HayeH-
HA YAXK Hopmani3ye piBHi 3arasbHOro XonectepuHy
A NinonpoTeiHiB HM3bKOI LWiIbHOCTI, He BNANBaYm
Ha PiBHI NiNONPOTEIHIB BUCOKOI WiJIbHOCTI Ta TPWUri-
uepugis [12].
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Puc. 2. MopiBHAHHA BMKMBaAHOCTI 6€3 TpaHCcnnaHTaLil
neviHkn B nauieHTiB 3 MBX, aKki otpumyBanu YAXK,
i HenikoBaHMX NavjieHTiB. Fpadik nobyaoBaHo 3rigHO
3 MoAeII NponopuiiHMX pusukiB Kokca
3 NonpaBKOI Ha 06epHeHY VIMOBIPHICTb 3Ba)>X€HOCTi
nikyBaHHs; 95% [l BisyanizoBaHo cipymu niHiaMmun

HariBaromMiluimmMmum gokasamu LLoAO MO3UTUBHO-
ro snavey YAXK Ha BUXMBaHICTb nauieHTiB 3 MBX
CTanu pesynbTaThl MiXXKHapOAHOIro KOropTHOro A0-
CNifKeHHS 3 BUKOPUCTaHHAM 6a3u faHux nobank-
HoT gocnigHoi rpynu MNBX. 3aranom o aHanisy bynu
BkAtoueHi 3902 nauieHTn 3 MBX, 3 aknx 90,4% naui-
€HTIB oTpumyBanun YXK; cepesHa TpuBanicTb crocTe-
pexeHHsA ctaHoswna 7,8 poky (Big 4,1 20 12,1 poky).
Tepania YAXK fOCTOBIpHO NOKpaLLMIa BUXNBaAHICTb
6e3 TpaHCnAaHTaL,ii MeYiHK1 NOPIBHAHO 3 HeslikoBa-
HUMU navjeHTaMu (criBeigHoWeHH:A pusnkis (CP) 0,46;
95% posipuynii iHTepsan (4l) 0,40-0,52; p<0,001). Kpim
TOro, NaLieHTV 3 HeMOBHOLO BiAgMoBiaA Ha YAXK nic-
na 1 poky NnikyBaHHA Maiy 3HaYHO KpaLly BUXKBa-
HiCTb 6e3 TpaHCNAaHTaLl NeYiHKN, HiXX HeNiKoBaHi
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nauieHtn (CP 0,56; 95% Al 0,45-0,69; p<0,001).
BiAMiHHOCTI y BMXXMBaHOCTI 6e3 TpaHcnaaHTau,ji ne-
YiHKW MiX MavujieHTamu, ki otpumysan YXK, i Heniko-
BaHVIMW MavLjeHTaMM BiJ0bpaxeHO Ha PUCYHKy 2 [16].
Y xogi 6araTodpakTopHOro aHanisy 6asu gaHux rno-
6anbHOI gocnigHoi rpynu MNBX Takox 6yno BUSBAEHO,
L0 NauieHTu, ki He oTpumMyBann YAXK, manu BuLLj
PU3MKM MPOrpecyBaHHsS XBOPO6Y Ta PO3BUTKY Cepiio3-
HWX MeYiHKOBWX YCKNaJHEHb MOPIBHAHO 3 NaLlieHTamMu,
aki otpumMysanu YAXK [17].

3a pe3ynbTaTtamu JOCNigKeHb 6ionNTaTiB NeyiHKn
naujieHTiB 3 MBX 6y10 NpoAEeMOHCTPOBAHO, LLO NiKy-
BaHHSA Y/IXK fa€ 3Mory B AeAKMX BUNaAKaxX MOKPaLLnTy
FiCTONOTriYHI MOKA3HVIKKX, @ B iIHWNX - YNOBINbHUTY
nporpecyBaHHs CTajiit ¢ibposy.

3okpema, B nybnikauii Angulo Ta cniBaBT. ONMCaHO
npoBezeHHsA NapH1X 6ionciin y 16 nauienTis 3 MBX, aki
otpumyBanu YAXK, i NOPIBHAHHA TXHiX pe3ynbTaTiB
3 6ionTtatamu Big 51 naujieHTa, AKi oTpUMyBanu He-
edekTMBHE NikyBaHHS (d-neHiumnamin) abo nnavebo.
MepBuYHHI Bioncii NPOBOAMANCS 4O NOYATKY NiKyBaH-
HS, a MOBTOPHI - LWoHaliMeHLLle Yyepe3 5 pokiB nicns
noyaTtky npuinMaHHs YAXK.

Y rpyni YAXK nporpecyBaHHSA XBOpPO6U 3rigHo
3 riCTONOriYHMMM NoKasHMKamu Bigbynocs B 50% yyac-
HUKIB, TOAi 9K Y KOHTPOJIbHIN rpyni nporpecyBaHHS
6yno BuABneHo B 71% nauieHTiB. MpuinmaHHa YAXK
[ano 3Mory BiATepMiHyBaTW 4e60T LMPO3Y NeyiH-
KW B MaLiEHTIB, AKi OTPYMYBaIN NiKyBaHHSA, Mopis-
HAHO 3 KOHTPO/IbHO rpynoto (13 npoTn 49%;
p=0,009) [18].

B iHLWOMY AoCnigkeHHI NOBTOPHI bioncii 6yno npo-
BeAeHO NpnbaAN3HO Yepes 4 pokK Bif NoYaTKy Aiky-
BaHHSA. KiNbKiCTb rpaHyeMaTo3HnX AeCTPYKTUBHMX
ypaxeHb MiXXYacTOYKOBUX XXOBYHMX MPOTOK 3HaYHO
3MeHLINIAcs; 3anasnbHi i HEKPOTUYHI 3MIHN YaCTOYOK
3MEHLUNINCS; BUPAXeHICTb NiMpoLTapHOro pparmeH-
TapHOro Hekpo3y Ta NponidepaLii NpoToK He 3MiHWNa-
cs1. Pibpo3 nporpecyBaBy 14 naujieHTiB, perpecysas -
y 10 nauieHTiB; y pewtn (n=30) cTagis ¢ibpo3y He 3mi-
Hunaca [19].

Kumagi Ta cniBaBT. gocnigxyBanu napHi 6ion-
TaTu nauieHTiB 3 MBX nicna 10-piyHOro nepioay
cnocTepexeHHs. [Mpyn NOBTOPHIN 6ioncii cTagis
dibpo3y 3meHwmnaca y 8 nauieHTie (11,6%), 3pocna
y 33 nauieHTiB (47,8%) i 3anmnwimnaca He3MiHHOK
y 28 naujieHTiB (40,6%); cnif 3a3HaYUTK, LLLO 3MEH-
LWeHHs cTaaii ¢ibposy 6yno 3adikcoBaHo nuwie
Yy XBOPWX, AKi Manu TepaneBTUYHY BiAMOBiAb
Ha YAXK [20].
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Puc. 3. MopiBHAHHA BMKMUBAHOCTI NauieHTiB 3 MBX,
AIKi BignoBigaroTb Ha nikyBaHHA YAXK,
i3 3arasibHOIO NonynsLieto

Ans ouiHoBaHHS epekTnBHOCTI Tepanii YAXK Buko-
PUCTOBYHOTLCA Pi3HI KpUTepii, 06'€AHaHI B MPOrHOCTUYHI
wkanm [20, 22-27, 29-33]. dAkicHi 6iHapHi Wkanu ouj-
HIOOTb AMHaMiKy N1abopaTOPHUX NOKA3HWKIB Micns
nikyBaHHA YAXK ans BUSHaUeHHSA HassBHOCTI Yl Bij-
CYTHOCTi TepaneBTUYHOI BiANOBIAi; CMCTEMU TpLBa-
J10r0 OLIHKOBAHHS MOEAHYIOTE aHani3 1abopaTopHUX
MOKAa3HWKIB i BiKy 40 Mo4aTKy AikyBaHHs 3 1abopatop-
HVMU NMOKa3HUKaMu nicna npusHadeHHs YAXK. Ma-
LLIEHTW, LLO AEMOHCTPYIOTHL TepanesTNYHY BiANOBiAb
Ha nikyBaHHA YAXK, 3a gaHMW JOCNiAXKeHb, MatoTb
KpaLLuii MPOrHos WoAo nepebiry XBOpobu, HMXKUI

PU3NKM PO3BUTKY TAXKKUX NEYiHKOBUX YCKNaAHeHb

TABJ/ILA. MporHocTUYHi WKanu ANA oLiHBaHHA TepaneBTUYHOI Bignosiai Ha Tepanito YAXK y xBopux Ha NBX
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OLLiHIOBaHHS

TpuBanictb
NikyBaHHSA
YAXK

(Mmicsaui)

KpuTepii
BM3HAYeHHS TepaneBTUYHOI
BignoBiai

MporHo3
AN NaLjieHTIB,
SIKi BignoBigalTb
Ha nikyBaHHsa Y/AXK

fIKicHi 6iHapHi cncTemMu oLiHIOBaHHSA (TepaneBTUYHA BignoBiAb HasBHa/BiACyTHA)
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J1® <2 BMH, <4,5 3a LWKanow pu3sunky
Mayo ansa MNbX

3HWXeHHs J1® >40% Bij N04aTKOBOro
a6bo /1o <1 BMH

J1® <3 BMH, ACT <2 BMH, 3aranbHwii
6inipy6iH <1 mr/an (17,1 Mmmonbs/n)

N <1,5 BMH, ACT <1,5 BMH, 3aranb-
HW 6inipy6iH <1 BMH

3aranbHuin 6inipybiH <1 BMH, anb-
6ymiH =1 BMH

3HUXeHHS T >70% Big NO4aTKOBOro
a6o ITT <1 BMH

N1® <1,67 BMH

Nd <2,5xBMH, ACT <2xBMH, 3aranb-
HW 6inipy6iH <1xBMH

36epexeHHs TepaneBTUYHOI Bij-
nosigi nicnsa 2 pokie Tepanii YAXK

BukmBaHicTb navieHTiB Habmxe-
Ha A0 Takoi B 3arasnbHil monynswii
(avB. puc. 2)

10-pivHa BUXMBaAHICTb 6e3 TpaHc-
nAaHTauii neYiHkn - 90%

5-,10- Ta 15-piuHa 6e3peunanBHa
BUXXMBaHICTb cTaHoBmna 100%

MauieHTw, Aki pearyroTb Ha YAXK,
MatoTb KpaLly BUXUBAHICTb Mic-
N9 1 poky NikyBaHHS, HiX Ti, XTO He
pearye

MeHLLUa MMOBIPHICTb PO3BUTKY Ta-
KX KNIHIYHWX NPOSBIB, K CBEPOIX,
acunT, BapnKo3He Po3LLMpPeHHs
BEH CTPaBOXOAY, XOBTAHULSA
" eHuedanonartisa

MavuieHTn 3 TepaneBTUYHO Bij-
nosigato Ha YAXK manu kpatyi
ricTonorivHi nokasHvku biontatis
neyiHKN, HiX Ti, XTO He BiAMoOBIB
Ha nlikyBaHHA Y/AXK

5-pivHa BMXMBaHICcTb 6e3 cepiios-
HVX MeYiHKOBMX YCKNagHEeHb CTa-
HoBwuna 97%

MporHo3 Ansa NawieHTIB,
SIKi He BignoBifalTb
Ha nikyBaHHA YAXK

93% naLieHTiB, Y AKX PO3BUNHYJIO-
Csl BAPMKO3HE PO3LUMPEeHHS BeH
CTPaBOXOAY/LLUNYHKA, Maivi OLLIHKY
pu13uKy 3a LwKanoto Mayo 24

BuxmnBaHicTb NaLieHTIB ripLua, Hix
y 3aranbHiin nonynswuii (a1e. puc. 2)

10-piyHa BUXKMBAHICTb 6e3 TpaHC-
naaHTauii neyiHky - 51%

5-, 10- Ta 15-piyHa BMXKMBAHICTb
nauieHTiB ctaHoBuna 93, 87 i 74%
BiANOBIAHO

Yacrilwe cnocTepiranncs ceepbixx,
acunT, BapMKO3He po3LUNPEHHS
BeH CTPaBOXOAY, XOBTAHMLSA
" eHuedpanonaTisa

5-pivHa BUXXMBaHICTb 6e3 cepiios-
HUX NeYiHKOBMX YCKNaAHeHb CTa-
HoBWNa 64%
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YPCOJII3NH

Ypcopesokcuxonesa kucmora 300 mr Ne100

OO6rpyHToBaHmMit BUOip y IiKyBaHHi
3aXBOPIOBaHb renaTo0iniapHoi cucTemMm’

e e S o
mm“ e

YPCOJ1I3UH

ypCOAE30KCUX0neBa
kucnota 300 mr (mg)

100 kancyn

IHOOPMALIA NMPO MNMPEMNAPAT*

CKnag. Ailoya peyoBuHa: 1 Kancyna MICTUTL KMCIIOTH YPCOAE30KCMXONeBoai 300 Mr.
(DapmakoTepanesTiuHa rpyna. 3acobw, wo cA Npy neviHk1 Ta inHuX wsxie. 3aco6u, Wo 3acTocoByloTLCA NpH BiniapHiin natonorii. Ko ATX AOSA A2
KOBUHUX KameHiB posmipom He Ginbiuie 15 MM y AiaMeTpi y XBOpUX 3 dyHKLIIOHYI0UMM XOBUHYM MiXypOM, He3BaXalouV Ha HaABHICTb y HbOMY XK0BUHOro(1X) Kamens(is). JlikyBaHHs GiniapHOro pedniokc-racTpuTy. CuMTOMa-
TUYHE NiKyBaHHA nepamnnom 6GiniapHoro ynpos3y (MBL) 3a yMmoBM BiACYTHOCTI AEKOMNEHCOBAHOrO LNPO3Y NEYiHKN.
MNportunokasawnus. MigsnieHa YyTAMBICTb A0 XKOBYHMX KNCIOT a0 A0 GyAb-AKOI PEHOBMHI, WO BXOANTL AO CKNaay NikapcbKoro 3acoby; rocTpe 3ananeHHA )XOBYHOTO Mixypa abo XOBUYHNX NPOTOK; HENPOXIAHICTL XOBYHNX NPOTOK (3aKyMopKa 3aranbHol XOBYHOI NPOTOKN a6o NPOTOKN
Mixypa); YacTi eni30aM »KOBYHMX KONIK; PEHTFEHOKOHTPACTHI KanlbLiKOBaHi KameHi XOBUHOTO MiXypa; OpyLIEHHA CKOPOTHOCTI KOBUYHOTO MiXypa.
Cnoci6 Ta gozu. [lna p xonect HOBUHUX KaMeHiB A03a npenapary craosuTs 10 mr YAXK/Kr Macu Tina. Kancyu noTpi6Ho KOBTaT! Linvmu, 3anvsaiou Bogoio, 1 pas Ha AoBy yeeuepi nepes cHom. Kancynm noTpi6Ho npuiMary pery-
nApHO. HeobXigHWIA ANA PO3UNHEHHA KOBYHNX KaMeHIB Yac 3a3BUYail CTaHOBNTDL 6-24 MicALiB. [InA NikyBaHHA GiniapHOro pednioKc-racTpuTy 3a3Biyait Cij NpU3HauaTy Npuitiom 1 Kancynu Ha Aoby yseuepi nepea cHom npoTarom 10-14 gwis. [inA ¢ NiKyBaHHA
Giniaproro unpo3y (ML) 0608a A03a npenapary 3aneTh Bij MACH Tina Ta CTaHOBUTS 14+ 2 wr YAXK/Kr Macw Tina. Y nepuui 3 micaLi nikyBanHs kancynu noTpi6Ho npuiimaTh, poanoainviaLLt A060BY 03y Ha 3 Mpiiiom NPOTATOM AHA. TTpU MOKpaLeHHi MOKa3HMKIR GyHKLITI NevikKkn A0GoBY
[AO3y MOXHa NpuiiMaTy 1 pa3 Ha AeHb yBeuepi. 3acTocyBaHHA npenapary npu i UMpo3i moxe Gyt y yaci. M) nnn 3acTocyBaHHA npenapartis YXK AitAm Hemae, ane Kancynu He cnif 3aCToCoByBaTH AITAM 3 Macolo Tina MeHwwe 47 Kr.
Mo6iuni peakuii. 3 6oky TpaKTy: nacronogi a60 aiapei. Mpw niikysanHi MBL| cnocTepiranvich Bunagky i 6onio 3 jieto y npaBomy niape6ep’i. 3 60Ky NeviHKin Ta KoBYHOTO Mixypa: MoXyTb CriocTepiraTvca
BUNaAKM KanbumdiKaLlii KOBYHUX KameHis. Ha nisHix cTaaiax MBL| cnocTepiranica Bunaky aekomneHcaii inpo3sy neviHKi, Aika YacTKOBO perpecysana NicA NPUMMHEHHA NikyBaHHA. 3 60Ky iMyHHOI CUCTEMM: peaKLii rinepuy TAMBOCTI, BKAIOYaIoUM BUCUNaHHS, KpOMUB'AHKY.
TI03Ka ipOpMaLY PO NIKAPCLKh 33Ci6 MICTUTLCA B IHCTPYKL A1 MEAAHOTO 33CTOCYB2HHA NIKAPCBKOrO 3aC0By.

3a ABCF: ici S.p.A. / ABL| ®apmacbiotiui C.n.A.
MicuyesHaxomKeHHA BUPo6HMKa. Bia KaHToHe MopertTi 29, Ispea, 10015, ITanis /Via Cantone Moretti 29, lvrea, 10015, Italy
Peecrpauiiine nocsipuenns: UA/8078/01/02, Hakas N°388 sig 25.02.2023.
1. European Association for the Study of the Liver. EASL Clinical Practice Guidelines: The diagnosis and management of patients with primary biliary cholangitis. J Hepatol. 2017 Jul; 67(1):145-172. doi: 10.1016/jjhep.2017.03.022.
2. Simental-Mendia M, Sanchez-Garcia A, Simental-Mendia LE. Effect of ursodeoxycholic acid on liver markers: A systematic review and meta-analysis of randomized placebo-controlled clinical trials. Br J Clin Pharmacol. 2020 Aug;86(8):1476-1488. doi: 10.1111/bcp.14311.
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LLikana 12 3aranbHuin 6inipy6iH <0,6 BMH,
rnob6anbHoI N® <1 BMH

aocnigHoil

rpynu MNBX

CucteMmn TpMBaIoro oLiHIOBaHHSA TepaneBTUYHOI BignoBiAi

Llkana 12 3MiHHI BEIMYMHW: anbbyMiH, TPOM-

pU3nKy 60UNTN 40 MOYaTKy NiKyBaHHS;

UK-PBC 6inipy6iH, piBHI amiHOTpaHcdepas
i 1® yepes 12 micALiB Nicas noYaTky
NiKyBaHHSA

Llikana 12 3MiHHI BeIYNHW: BiK 40 NOYaTKy

GLOBE NiKyBaHHS; 6inipy6iH, /1P, anbbyMmiH,

TpomMbouuTI Yepes 12 MicsauiB nicns
noyarky nikysaHHs Y/IXK

10-piyHa BUXXMBAaHICTb MALLiEHTIB
3 piBHeM 6inipybiHy <0,6 BMH
ctaHoBuna 91,3%. 10-piuHa BuU-
XXMBAHICTb MaLi€eHTIB 3 piBHEM
J1® <1 BMH ctaHoBuna 93,2%

Mnowwa nig ROC-KpUBOKO CTaHOBU-
na 0,96; 0,951 0,94 ansa 5-, 10- Ta
15-piYHOI BUXKMBAHOCTI 6e3 cep-
MO3HMX NeYiHKOBUX YCKNaAHEHb

MauieHTn 3 iHagekcom GLOBE <0,3
MatoTb BUXXMBAHICTb Ha PiBHi 3a-
rafibHoOi NonynaLii

10-pivHa BUXXMBAHICTb NaLiEHTIB
3 piBHeM 6inipy6iny =0,6 BMH
cTaHoBwna 79,2%. 10-pivHa BU-
XMBAHICTb MAaLi€EHTIB 3 piBHEM
J1® >1 BMH ctaHoBwna 86,1%

MauieHTn 6€3 kAiHiYHOI BignoBIAi
Ha moHoTepanito YAXK € kaHanAa-
Tamu AN1A NPU3HaYeHHs npenapa-
TiB Apyroi NiHil goaaTkoso Ao YAXK

MauieHTn 3 iHagekcom GLOBE >0,3
MatoTb FipLLY BVXXMBAHICTb MNOpiB-
HSAHO i3 3ara/ibHOK MOMYAALLi€t0.

MavuieHT 6e3 KNiHiYHOT BignoBiai
Ha MoHoTepanito YAXK € kaHAnAa-
Tamu ANS NpU3HayYeHHs npenapa-
TiB ApPYroi niHii goaatkoso Ao YAXK

OLiHIOBaHHA AMOBIPHOCTI HAaCTaHHA TepaneBTUYHOI BiANoBiAi 0 NoYaTKy NiKyBaHHS

Llkana MapameTpu A0 NiKyBaHHS, NOB'A3aHi
BiZANOBIAI 3 MEHLLOK MMOBIPHICTHO BiANOBIAi
Ha YAXK Ha YAXK: By piBHi 1P i 6inipy6i-

HY, HVXXU4i piBHI aMiHOTpaHcdepas,
MONOALLNI BiK, AOBLUWIA iHTEepBan
MK YCTAHOBNEHHAM JiarHo3y Ta rno-
yaTkom NikyBaHHA YAXK, a Takox nig-
BULLIEHHA piBHA JIP B iHTEpBani Mix
YCTaHOB/IEHHSAM JiarHo3y Ta noyart-
KOM nikyBaHHS. BignoBsiab Ha nikyBaH-
HA BM3Hadvanaca ak /1o <1,67xBMH
yepes 1 pik nikyBaHHA Y/AXK

lMpumimka: BMH - eepxHs mMexca Hopmu.

i MOKa3HWKY BMXVBAHOCTI, HABMXEHI A0 3aranbHOMO-
nynauinHmx (puc. 3) [23]. MNepenik i xapakTepucTukn
OCHOBHWX CUCTEM MPOrHOCTUYHOTO OLiHOBAaHHSA
nepe6iry MNBX 3anexXHo Bij TepaneBTUYHOI BiANOBIA|
nojaHi B Tabnuu,.

MBX - Le XpOHiUHe aBTOIMYyHHe XonectatuyHe
3aXBOPHOBAHHS, LLIO XapaKTePU3YETLCH YPaXKeHHSAM
APIBHUX BHYTPILUHBOMEYiHKOBMX XOBYHUX NPOTOK
3 NoJanbLlUNM PO3BUTKOM $ibPO3y MeyiHKM Ta MOX-
JIVBVM MpPOrpecyBaHHAM A0 LMPO3Y MeYiHKN.

NiTtepaTtypa

Mnowa nig ROC-KpUBOK CTaHOBU-
na 0,83 (95% Al 0,79-0,87)

30/10TUM CTaHAAPTOM Y NiKyBaHHI L€l xBopobu € YAXK
y flo3yBaHHi 13-15 Mr/kr, sika nokasaHa BCiM naLlieHTam
3 MBX ogpasy nicng BCTaHOB/IEHHSA AiarHO3Y, OCKiNbKN
MOKPAaLLYyE He TinbKK 6ioXiMiuHi Ta ricTonorivxi no-
KasHWKW, ane N BUXMBAHICTb NALEHTIB. Baxnneum
eTarnom Tepanii € oLiHBaHHA 6ioxiMiuHOI BigNoBIA
Ha Y/XK 3 BUKOPUCTAHHAM MPOrHOCTUYHMX LLUKaI.
MauieHTw, SKi Bi4NOBIfat0Tb Ha NikyBaHHA YAXK, ma-
FOTb HVKYY YaCTOTY MeYiHKOBUX YCKaHEHb i KpaLLmid
NPOrHo3. Y pasi HernoBHOI BigNoBIAl NpuiiMaHHa YAXK
NPOAOBXYETLCS, A0 NiKYBaHHSA AOAAtOTLCA npera-
paTwn Apyroi niHii (cbeTnxonesa knucnota, ¢ibpatuy,
6yfecoHia).

Drazilova S., Koky T., Macej M., Janicko M., Simkova D., Jarcuska P. The treatment of primary biliary cholangitis: from shadow to light. Therapeutic Advances

in Gastroenterology. 2024, 17. doi: 10.1177/17562848241265782.
MosHuli cnucok nimepamypu - 8 pedakyil.
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