IHCTPYKUIA
JJISE MEIMYHOT0 3aCTOCYBAHHS JiKAPCbKOI0 3ac00y

JE®EPACIPOKC-BICTA
(DEFERASIROX-VISTA)

Cknao:

ditoua peyosurna: nedepacipokc;

1 TabneTka, BKpUTA IUTIBKOBOIO 000510HKOIO, MicTHTh 90 Mr, 180 mr abo 360 mr nedepacipokcy;
00NnoMidCcHI peyosunu: TeNrono3a MikpokpuctaimiyHa (tun 101), moBigon K-30, kpocnoBigon
(tun B), monoxcamep 188;

eKCTparpaHy/IsAIMIMHANA Iap: Ieosio3a MikpokpucTtamyaa (tun 102), kpocnoBimoH (Tum A),
KPEMHIIO JIOKCHJI KOJIOiHUI 0e3BOHUI, MarHilo cTeapar;

NOKpUTTs Tadsetku: rinpomenosa (E 464); makro3a, moHorigpar; tutany giokcun (E 171);
TpPUALETHH; IHAUTOKapMiHOBe anmoMiHieBe 03epo (E 132).

Jlikapcbka ¢gopma. TabiieTku, BKPUTI IITIBKOBOIO 000JIOHKOIO.

OcHosHi i3uKo-XiMIiUHI 61ACMUBOCMI:

tabysetkn 1Mo 90 Mr: OBaJbHI JBOOITYKJ TaOJIETKH, BKPUTI IUIIBKOBOI OOOJIOHKOIO, OJIijI0-
0JIakUTHOTO KOJIbOPY 3 THCHEHHIM «D7FX» Ha ogHOMY 0ot 1 «90» Ha iHIIOMY;

tabnetku mo 180 Mr: oBaibHI JBOONYKJI TaOIETKH, BKPHUTI IJTIBKOBOIO OOOJIOHKOIO, OJIAKUTHOTO
KOJIbOPY 3 TpaBitoBaHHAM «D7FX» Ha omHOoMy 6otii 1 «180» Ha iHIIOMY.

TabyieTku 1o 360 Mr: OBaJIbHI JBOOMYKJII TaOJIETKH, BKPUTI TUIIBKOBOIO OOOJIOHKOIO, CHHBOTO
KOJIbOPY 3 TpaBitoBaHHAM «D7FX» Ha onHOoMYy Ootii 1 «360» Ha iHIIOMY.

dapmakoTepaneBTHYHA rpyna. 3acoOu, 10 YTBOPIOIOTH XeNATHI CIOIYKH 13 3aJ1130M.
Kox ATX VO3A CO03.

Dapmakonoziuni e1acmueocmi.

Dapmaroouramixa.

Hedepacipokc — mnepopanbHUN aKTUBHHUI XEIaTOYTBOPIOBAY, II0 MA€ BHUCOKY CEJIEKTHUBHY
akTuBHICTh 10 3aniza (III). Lle TpuaeHTaHTHUH JiraHa 3 BUCOKOIO CIIOPIAHEHICTIO 13 3a1i30M, 1110
3B’s13ye Horo y cmiBBigHOIIEHHI 2:1. Jlepepacipokc cripusie BUBEACHHIO 3alli3a, MEPEBAXXHO 3
dexaniamu. Jledepacipokc Mae HU3bKY CHOPIIHEHICTh 13 IIMHKOM Ta MIJJII0 1 HE CIPUYUHSE
YTBOPEHHS MOCTIMHUX HU3bKUX PIBHIB LIUX METAJIIB y CUPOBATII KPOBI.

VY mpomeci 3ami300a1aHCOBOrO MeTaOOMIUHOTO JIOCHIDKEHHS Yy JOpPOCIUX MAaIli€eHTIB 13
TaJaceMI€lo 3 TIEPeBAaHTAKEHHSAM 3aji3oM jaedepacipokc y qodoBux nosax 10, 20 ta 40 mr/kr
iHayKyBaB cepenne uucte BuauieHHs 0,119, 0,329 ta 0,445 mr 3amiza / kr mMacu Tina / no0y
B1JITTOBIJTHO.

Kniniyna e ekTHUBHICTh Ta Ge3neka.

Hiro nedepacipokcy mocaimkyBanu y 411 mopocnux (BikoMm Bix 16 pokiB) Ta 292 miteit (Bikom
BiZl 2 10 16 poKiB) i3 XpOHIYHUM MEPEBAHTAKEHHSIM 3aJ1130M BHACIHIIOK TpaHcdy3ii kposi. Cepen
niteit 52 6ynu BiKoM BiJ 2 10 5 pokiB. J0 OCHOBHUX CTaHIB, IIPH AKUX HEOOX1/HA TpaHCY3is,
HaJle)XaTh Oera-TajaceMisi, CepronoJiOHOKIITHHHA aHeMisl Ta iHII BPOJpPKEH1 1 HaOyTi aHeMii
(Mi€ToIMCIUTACTUYHUM cUHApOM, cuHIpoM JlaiiMonaa — brekdana, anjmacTuyHa aHeMisl Ta 1HII
Jy’Ke piIKiCHI aHeMii).

JlikyBanns y no3ax 20 1 30 Mr / xr macu Tina Ha 100y mpoTaromM 1 poxy y JOpOCIHX 1 JiTeH 3
Oera-TajaceMi€ro, SKUM TPOBOAMIM YacTi MEpeIMBAaHHS KpPOBI, 3HUXKYBAJIO IOKa3HUKU
3arajJlbHOTO 3ajli3a B OpraHi3Mi; KOHLEHTpallis 3aii3a B MEYIiHI[l 3HWXKYBajacsi B CEPEAHbOMY
npubimzno 10 —0,4 1-8,9 Mr 3amiza / r nevinku (6i0mCis Ha CyXy Bary) BiJIOBIJHO, piBEHb
(depuTHHY B CHPOBATIII KPOBI 3HMXKYBAaBCS B CEPEAHHOMY MPHUOIM3HO 1O —36 1 —926 MKr/i
BignmoBigHo. [Ipm 1Mx camux J03ax CHIBBITHOIIEHHS BHBEACHHS 1 BCMOKTYBaHHS 3ai3a




cranoBwio 1,02 (moka3Huk OamaHcy uucToro 3amiza) Ta 1,67 (IOKa3HUK BHBEIEHHS YUCTOTO
3amiza) BignmoBigHO. [ledepacipokc CHpUYHMHSB aHAJIOTIYHI peakiii B MAII€HTIB 3 1HITUMU
dopmamu anemii. Jlo6oBa mo3a 10 Mr / Kr macu Tida NPOTATOM OJHOTO POKY MOXKE
MiATPUMYBATH PiBEHb 3alli3a B MEYiHIl 1 PepUTHHY B CHpPOBATIII KPOBI Ta IHIYKyBaTh OajlaHC
YHUCTOTO 3aj]i3a y MAali€HTIB, SKUM IPOBOJSATH HEYACTI MepearBaHHsA a00 0OMiHHI TepeMBaHHS
KpoBi. PiBeHb (epuTHHY B CHpPOBATII KpOBIi, OIIHIOBAHMHA IIOMICSI, BigoOpakaB 3MiHU
KOHIIGHTpalii 3ajli3a B TMeYiHLi. 3MiHM piBHA (EpUTHHY B CHUPOBATIi KPOBI MOXKHA
3aCTOCOBYBATH Il CIIOCTEPEKCHHS 3a BIAMOBIAHOI pPEAKI€l0 Ha Teparii JKapChbKUM
3acobom. OOMexxeHi KiiHIUHI faHi (29 mamieHTiB 3 HOPMAaJbHOIO CEPLEBOIO (YHKIIEIO Ha
MOYaTKOBOMY piBHi), oOTpumaHi 3a jgomomororo MPT, mnokasywoTh, 10 JIIKyBaHHS
nedepacipokcom y nmo3i 10-30 mr/kr Ha 100y mpoTsAroM | poKy MOKE TaKOXXK 3HHM3UTH PiBHI
3aiiza B cepii (B cepeaqabomy MPT T2 36inbmuBes 3 18,3 1o 23 mimicekyH).

OcHoBHUIl aHai3 0a30BOr0 MOPIBHAIBHOTO JOCTIDKEHHS 3a y4yacTio 586 marieHTtiB 3 Oeta-
TajaceMi€lo Ta TpaHC(y3ifHMM mNepeBaHTaKCHHAM 3aTi30M HE INPOAEMOHCTPYBAB IepeBaru
edekTUBHOCTI aedepacipokcy MOpiBHAHO 3 JedepOKCaMiHOM Y 3arajibHil MOIMYJIALI] MaIli€HTIB.
Sk BuUmIMBae 3 aHami3y pe3yJabTaTiB ILOTO JIOCHIDKCHHS, Yy MIATPYyMm TAaIll€HTIB 3
KOHIIGHTpAIIEI0 3ajli3a B TeYiHIl >7 Mr 3am3a / T MacH TEYiHKH, SKi 3aCTOCOBYBAIU
nedepacipokc (20 1 30 wmr/kr) abo pedepoxcamin (Bim 35 mo >50 wr/kr), He OyJ0
MIPOJIEMOHCTPOBAHO MEepeBaru B €)EKTUBHOCTI. Y TAIlIEHTIB 3 KOHIIEHTPAIIEIO 3aji3a y TEHiHIIl
<7 wmr/r, aki 3acrocoByBanu naedepacipokc (5 ta 10 mr/kr) abo nedepokcamin (Bim 20 mo
35 mr/kr), He OyJI0 BCTAHOBJICHO IepeBard ePeKTUBHOCTI depe3 aucOallaHC y JO3yBaHHI JBOX
xenaropiB. Llelt nucOanmaHc BHHHK TOMY, IO TAallieHTaM, siKi mpuiiManu nedepokcaMmiH, He
3MIHIOBAJIH J03Y, Ky BOHU OTPUMYBAJIH JIO JTOCIIPKCHHS, HaBIiTh SKIIO BOHA Oyiia BUIIO0, HIXK
71032, 3a3HaueHa y MPOTOKOJI. 56 MaIieHTiB BIKOM 70 6 pOoKiB Opaiu y4yacTh Y IbOMY 6a30BOMY
JOCIIJKEeHHI, 28 3 HUX OTpUMYBaIIU edepacipokc.

Sk BUIIMBAE 3 JOKIIHIYHUX Ta KIIHIYHUX JIOCIIHKEHb, Ae(epacipokc MoKe OyTH TakuM Ke
aKTUBHHUM, SIK JeepoKcaMiH, TPU 3aCTOCYBaHHI y cmiBBigHOmIeHHI 103 2:1 (TOOTO mHO3a
nedepacipokCy YHCENbHO JOPIBHIOE MOJMOBHUHI 103U Jedepokcaminy). [Ipore 1 pexomennaiis
JI03YBaHHSI HE OLIIHIOBAIACS MPOCIIEKTUBHO Y MPOLEC] KIIIHIYHUX BHIIPOOYBaHb.

KpiM Toro, y maii€eHTiB 13 KOHLIEHTpALI€I0 3aii3a B MEYiHI[l > 7 MT 3ali3a / T MacH MEeYiHKH 3
PI3HUMU PIJIKICHUMHU aHEMIsIMUA ab0 CepIionoi0OHOKIIITHHHOIO aHeMI€0 Jaedepacipokc y 1031 A0
20 1 30 Mr/kr 3MeHIyBaB KOHIIEHTpaLli 3aii3a B MeYiHll Ta (epuTHHy B CHPOBATIi KpOBi
MOPIBHSIHO 3 KOHIIEHTPALIIMU B NAIIEHTIB 3 OeTa-TajaceMiero.

VY mpotieci 5-pivHOT0 HEEKCIEPUMEHTATBHOTO JTOCIIKEHHS, 1]l 4ac Koro 267 miTeil BIKOM Bij
2 o <6 pokiB (Ha MOMEHT BKJIIOUEHHS Yy JOCTIDKEHHS) 13 TpaHc(y3iiHHM TreMOCHAEepO30M
oTpuMyBaJIu Jeepacipoke, He CHOCTepiragocs KIiHIYHO 3HA4yIIOl pi3HULI Y npodisi Oe3nexu
Ta MEePEeHOCHOCTI Jaedepacipokcy y aiTel BIKOM BiJl 2 10 < 6 pOKIB MOPIBHSIHO 13 3arajbHOIO
HOMYJISALIEI0 JOPOCIUX MAaL€HTIB Ta JITEH CTapHIOro BiKy, BKJIIOYAIOYM IIJBUILEHHS PiBHSA
KpeaTHHIHY CHpPOBATKU KpoBi Ha >33 % BUIE BEpPXHHOI MEXi HOPMH y > 2 MOCIIJOBHHX
Bunazakax (3,1 %) 1 miaBUIIeHHs piBHS anaHiHamiHoTpaHcdepasu (AJIT) Oinbiue HiX y 5 pasiB
BULIE BEepXHbOi Mexi HopMmu (4,3 %). [loommnoki Bumanku mnigBuiieHHs piBHA AJIT Ta
acriaptaramiHorpancgepasun (ACT) cnocrepiranues BiamoBizHo y 20% Tta 83 % 3i
145 narrieHTiB, K1 3aBEPIIMINA JOCIIIKEHHS.

[Tix yac nocmimkeHHs 3 Oe3MeKu 3acToCcyBaHHS jAedepacipokcy y BUTISAAL TabJIETOK, BKPUTHX
IUTIBKOBOIO 000JIOHKOIO, 173 1opociux Ta meniaTpUYHUX MAalll€eHTIB 13 CHHAPOMaMH TajlaceMmil,
10 3aJIKUTh BiJl TpaHCPyY3ii, a00 MI€IOAUCIIIACTUYHUM CHHAPOMOM OTPUMYBAJIHU JTIKYBaHHS
npotsaroM 24 TkHiB. Bin3zHauaBes noaiOHuit npodiinb 0e3neku TableToK, BKPUTHX IUTIBKOBOIO
000JIOHKOIO, 1 TAOJETOK, 1110 JUCTIEPTYIOThCS.

VY mnaiieHTiB 13 CHHApOMaMH TajaceMii, 10 He 3aJleXkUTh BiA TpaHc(dy3id, 1 MepeHacCUYeHHIM
3aJ1i30M JIiKyBaHHS JAedepacipoKcoM OIiHIOBAIM B OJHOPIYHOMY paHIOMI30BaHOMY MOBIITHO
ciinomy, TUTanieOOKOHTPOJILOBAHOMY JIOCHTI/DKEHHI. Y TIpoleci JOCHITKEHHS TOPIBHIOBAIN
e(EeKTUBHICTb JIBOX PI3HHUX CXEM 3aCTOCYBaHHs Jiedepacipokcy (modaTtkosi Jo3u 5 ta 10 Mr/kr



Ha 100y, 55 maImieHTiB y KOXKHIN rpymi) mopiBHAHO 3 Tuianedo (56 maiieHTiB). Y IOCHTIIKCHHS
Oynu BKiIOUeHi 145 mopocnux mamieHTiB Ta 21 qutrHa. OCHOBHUM TapamMeTpoM e()eKTUBHOCTI
Oyma 3MiHa koHueHTpamii 3amiza B meuiHni (K3II) mopiBHSHO 3 BUXiTHUM piBHEM depe3
12 micsauiB  mikyBaHHSA. OJIHMM 13 BTOPHHHHUX IapaMeTpiB epeKTHBHOCTI Oyina 3MiHA
KOHIIEHTpalii ()epUTHHY B CHPOBATI KPOBI MOPIBHSHO 3 BUXIJHUM piBHEM dyepe3 12 micsiiB
nikyBaHHs. [Ipu 3actocyBaHHI mo4atkoBoi mo3u 10 mr/kr Ha mo0y aedepacipoKC 3HUIKYBaB
MOKa3HUKHM 3arajbHOTO 3ajli3a B OpraHi3mi. Y cepeqHbOMY KOHIICHTpalis 3ajiza B MediHIl
smeHImmiIacs Ha 3,80 Mr 3amiza / T cyXoi Bard y TAIll€HTIB, sKi OTpUMYBaH Jedepacipokc
(mouaTtkoBa o3a 10 mr/kr Ha 100y), 1 30inbmmnacs Ha 0,38 Mr 3aiiza / r cyxoi Baru y Maifi€Hris,
ki oTpumyBanu 1wiane6o (p <0,001). YV cepennbomy piBeHb (EPUTHHY B CHPOBATIIl KpPOBI
3MeHIIMBCA Ha 222,0 MKI/N y TAIli€HTiB, fKi OTpUMyBaIMd Aedepacipokc (ImoyaTKoBa J103a
10 mr/kr Ha 100y), 1 30LIbImMBCA Ha 115 MKI/m y mamieHTiB, SKI OTPUMYBAIM ILIae0o
(p <0,001).

Dapmakokinemuxa.

[Ticns 3actocyBanHs nedepacipokcy y ¢opmi TabIETOK, BKPUTHUX IUIIBKOBOIO OOOJIOHKOIO,
criocTepirajgacsi BUIlla O10J0CTYIMHICTh MOPIBHIHO 3 jaedepacipokcoM y ¢dopmi TabIEeTOK, IO
mucrieprytotbes.  Ilicns kopuryBaHHS 703M  TaONETOK, BKPUTHX IUTIBKOBOIO OOOJIOHKOIO
(o 360 mr), cepenHe 3HAUEHHS IUIONII MiJ KPUBOKW «KoHIEHTpallis — dac» (AUC) B ymoBax
HaTIecepiie 0ysI0 eKBIBaJCHTHUM JI0 TAKOTO MPH 3aCTOCYBaHHI TabJIETOK, IO JUCTIEPTYIOThCS, Y
n03i 500 mr. 3nayeHHs MakcuMaabHOI KoHIEHTpalii (Cmax) 30iabmmmnocs wa 30 % (90 % I
[noBipuwmii inTepBan]: 20,3—40,0 %), npoTe KIIHIYHUN aHATI3 HE MOKAa3aB KIIIHIYHO 3HAYYIIIOTO
e(eKTy Takoro 30UIbIICHHS.

AbcopOris.

[Ticns mepopalibHOTO 3acTocyBaHHsS Jedepacipokcy y (opmi TabIeTOK, L0 AMCIEPTYIOThCS,
MakcuMajibHa KOHIEHTpamis B TuiadMi KpoBi (Cpax) IOcsraeTbcss mpuOIm3HO uepe3 1,5—
4 ronunu, a abcomotHa OilomoctynHicTh (AUC) cranoButh Maibke 70 % mopiBHSHO i3
3aCTOCYBAaHHSIM BHYTPIITHROBEHHO. AOcomtoTHa OiogoctymHIicTh (AUC) mist TabneToK, BKPUTHX
TUTIBKOBOIO OOOJIOHKOIO, HE BU3Hayanacs. biogocTymHicTe Aedapacipokcy y (opmi Tabnerox,
BKPUTUX IUIIBKOBOIO OO0OJIOHKOIO, Oyna Ha 36 % BUIIOI MOPIBHSHO 3 TabJeTKaMH, IO
JTUCTIEPTryIOThCs. Y JTOCIHIKEHH] BILUTUBY i1 Ha 010[JOCTYMHICTh TaOJIETOK, BKPUTUX IJIIBKOBOIO
000JIOHKOI0, Y 3/I0POBHX JOOPOBOJIBIIIB B YMOBAax HaTIIECEpIle, 3 DK 3 HU3BKHUM BMICTOM
xupiB (BMicT xupiB <10 % xanopiit) abo 3 BHCOKMM BMICTOM XHpY (BMicT xupy > 50 %
kanopiit) 3HaueHHd AUC Ta Cpax Aedepacipokcy Oynu MOMIPHO 3HMKEHUMHU MICHS NMpUoMY
pas3oM 3 TKero 3 HU3bKUM BMicTOM xupiB (Ha 11 % ta 16 % BianosigHo). [licas npuitomy pazom
3 TKEI 3 BHCOKHUM BMICTOM HUpIB crioctepiranocs miaBuiieHHs 3HaueHHS AUC Ta Cpax (Ha
18 % Ta 29 % BignosiaHo). [linBuieHHs piBHSI Cmax MOKE OyTH BHKJIHKAaHE CYMapHUM €PEeKTOM
yepe3 3MiHY CKJIaAy Ta €peKTOM Bij 3aCTOCYBaHHS 3 1K€ 3 BUCOKHMM BMICTOM >KUpIB. Takum
YUHOM, Jiedepacipokc y ¢opmi TabJIETOK, BKPUTHUX IUTIBKOBOIO OOOJIOHKOIO, PEKOMEH/I0BaHO
3aCTOCOBYBATH HaTIIecepiie abo 3 JIETKOI0 HKEro.

Po3nogin.

Hedepacipokc 3Ha4uHOI0 Mipoto (99 %) 3B’ A3y€eThCsl 3 OLTKaMH TUIa3MU KPOBI, MaiyKe MOBHICTIO 3
aIbOYMIHOM CHUPOBATKH; 00’ €M PO3NOALTY Yy JOPOCIUX — MpHOIN3HO 14 1.

biorpancdhopmarrisi.

['miokypoHijalist — 1€ OCHOBHMM MeTaOONiYyHMHA HUIAX Jedepacipokcy 3 MOAaIbIIUM
BHBEJICHHSIM HOTO 3 >KOBYI0. KIMOBIpHO, BiZOyBaeThCs JEKOH'IOTAlis TIIOKYPOHITB Yy
KHUIIEYHUKY 1 TMojanbIna iX pealdcopOris (KUIIKOBO-TIEUIHKOBA ITUPKYISIiS): y TMpolect
JOCTIPKEHHS 32 y4acTiO 3J0pOBUX TOOPOBOJIBIIIB MPHUIOM XOJECTUpaMiHy MiCis Pa3oBOi 103U
nedepacipokcy npu3Boaus 110 45 % 3umkenns oro AUC.

Hedepacipokc TIOKYpOHI3YEThCS TMEPEBAKHO 3a gornoMorow Y ®-rmokypoHinTpaHchepasn
1Al 1 menmow Mmipoto — YJ®-rmokyponintpancdepasu 1A3. KaranmizoBanuii CYP450
(oxucHHUI) MeTabo:13M JiedepacipokCy y JIIOJIMHU B1I0OYBA€ThCS HE3HAUHOIO MipOIO (ITPHOIU3HO




8 %). IuriOyBanHs Merabomi3my JedepacipokCcy TiIpOKCHCEYOBHHOI IN  VItro  He
CIIOCTEPIrasocs.

Busenennsi.

Hedepacipokc Ta ioro MeTaboniTH BUBOAATHCA MepeBaxHO 3 KaioM (84 % no3u). Buenenus
nedepacipokcy Ta Horo MetabomiTiB HMpKamu MiHiManbHe (8 % no3um). Cepenniil mepiox
HaIiBBUBENICHHS (t12) cTaHOBUTH Bixg 8 mo 16 romun. Tpancmoprepu MRP2 i MXR (BCRP)
OepyTh y4acTh y BUAUICHHI JeepacipoKCy 3 )KOBUIO.

JIiHIAHICT/HENIHIHHICTB.

Cmax 1 AUCq 24r Imedepacipokcy 3pocTae 3 03010 Maibke JiHIHHO 10 CTAaI[lOHApHOTO CTaHy.
[Ticns 6araTopa3oBOro 3aCTOCYBAaHHS €KCIIO3HIliS 3pocTalia Ha KoedimieHT KyMyssiii Big 1,3 10
2,3.

Oco0auB1 Ipymny NAIi€HTIB.

Himu. 3aranpHa excno3uuis aedepacipokcy y miniTkiB (BikoM Bix 12 mo 17 pokiB) Ta miTeit
(BikoM Big 2 10 12 pokiB) micist pa30BOro 1 6araropa3zoBOTo 3aCTOCYBaHHS Oyjia HUKYOO, HIXK Y
JOPOCIIMX TAaIli€eHTiB. Y aiTell BikoM A0 6 pokiB ekcmo3uuiss Oyna Ha 50 % HWK4a, HDK y
JOpOCIMX, M0 HE Ma€ KIHIYHUX HACHiAKIB, OCKUIBKM J03yBaHHS BCTAHOBIIIOIOTH
IHIUBIyaTbHO, 3aJICKHO B1JI BIIMOBII HA JIKYBaHHS.

Cmampo. SIBHU kiipeHc nedepacipokcy y JKIHOK moOMipHO Hmkumii (Ha 17,5 %), HIX Yy
YOJIOBIKIB, IO HE Ma€ KIHIYHAX HACTIIKIB, OCKUIBKH J03yBaHHS BCTAHOBJIIOIOTH
1HIMBIyaTbHO, 3aJI€KHO Bl BIAMOBII HA JTIKyBaHHS.

THayienmu nimuvoeo 6ixy. ®apmakokineTnka aedepacipokcy y MamieHTiB JITHBOTO BIKY (BIKOM
BiJl 65 POKIB) HE BUBYAJIACH.

Topywenns ¢yukyii nupox abo neuinku. dapmakokiHeTuka aedepacipokcy y TaIi€HTIB 3
HnopylIeHHsIMU (YHKIII HUPOK Ta TEYIHKKM He BUB4Yaiacs. He crmocrepiraeThcsi BIUIMBY Ha
dapMakokiHeTHKY nedepacipokcy IpH piBHIX TpaHCAMiHA3 MEYIHKU y 5 pa3iB BUIIE BEPXHBOI
MEX1 HOPMH.

[Tin yac KITIHIYHOTO MOCIIHKCHHS 13 3aCTOCYBaHHSIM pa3oBUX 103 nedepacipokcy 20 mr/kr
eKCIIO3UIli B CEepPEeIHbOMY MiJBHINYBasaca Ha 16 % y mamieHTIB 31 cIaOKUM MOPYIIECHHSM
¢ynkuii meuinku (kaac A 3a mkanoro Yainma — II'0) ta Ha 76 % y mamieHTIB 3 TOMIpHUM
nopyuieHHsM QyHkuii neuinku (kiac B 3a mkanoro Yaitnna — I1°10) mOpiBHSAHO 3 MallieHTaMH 3
HOpMalIbHOKO (yHKIieto meuiHku. Cepenne 3HaueHHS Cpax Tedepacipokcy y TAaIll€HTIB 31
ciabkuM  abo MOMIpHUM MOpyWeHHAM ¢yHKUii nediHku 30imemmiocs Ha 22 %.
Excrno3unis 30u1bmmnacs y 2,8 pasa y OJHOIO Mali€HTa 3 TSOKKUM IOPYIIEHHAM (QYHKIIT
neuinku (kinac C 3a mkanoro Yaiinga — [1°10).

Kuiniuni XapakTepucTUKH.

Ilokazanns.

Jis JiKyBaHHS XPOHIYHOTO MMEpEeHAaCHUYEHHs 3ajli30M BHACHOK OaraTtopa3oBHX TpaHC)y3ii

KpOBI (= 7 MJI/KT/MICSIIIb €PUTPOIMTAPHOI MACH) y TIAIIEHTIB 3 BEJIMKOIO O€Ta-TasaceMiero BIKOM

BiJl 6 POKIB.

Jlns nikyBaHHSI XpOHIYHOTO IEPEHACUYEHHS 3aJ1130M BHACIIIOK TpaHC(y3ii KPOBi, KOJIU Tepamis

nedepokcaMiHOM MPOTHIIOKa3aHa a00 Hee()eKTUBHA Yy TAKUX MAIiEHTIB:

— y Mali€eHTIB BIKOM BiJ 2 10 5 pOKIB 3 BEIMKOI0 OeTa-TajaceMiero 3 EPEHaCHYEHHSIM 3aJ1130M
BHACIIIZIOK YacTUX TpaHCcQy3ii KpoBi (= 7 MI/KI/Mics1lb epUTPOLIMTAPHOT MaCH);

— y MAali€HTIB BIKOM B 2 POKIB 3 BEJIMKOIO OeTa-TajaceMi€ro 3 MEepPEeHACHUYEHHSIM 3aJ1i30M
BHACIIIZIOK HEYacTHX TpaHcPy3iit KpoBi (< 7 MII/KI/MICSIb €pUTPOLIUTAPHOI MacH);

— y Mali€eHTIB BIKOM BiJl 2 POKIB 3 IHIIMMH aHEMISIMHU.

Jlis JiKyBaHHSI XPOHIYHOTO TEepeHACHYEeHHs 3ali30M, 10 MoTpedye XenaTHoi Tepamii, Koiu

Teparnis nedepokcaMiHOM MPOTHIOKa3aHa abo HeeeKTHBHA, Y Talli€HTiB BikoM Bia 10 pokiB 3

CUHAPOMaMH TajaceMii, 0 He 3aJeKaTh BiJ TpaHChy3ilt.

Ilpomunokaszanns.



[TigBuieHa dYyTJIWBICTH N0 [il040T pPEYOBMHM abo0 Oyab-iKOi JOMOMIKHOI pPEYOBHHH.
KomOiHarris 3 iHIIOI0 3aJ1i30XeJIaTHOI0 Tepariero — Oe3neka Takux KoMOIHAIliif He BCTaHOBJICHA.
Knipenc kpeatuniny < 60 Mi1/xB a00 CHpOBATKOBUI KpeaTHHIH OUTBII SIK Y 2 pa3u MEpeBHIIYE
BIJIMOB1JIHY BIKOBY MEXY HOPMH.

Bucokuil pu3MK Mi€IOAMCIUIACTUYHOTO CHHIPOMY Ta 1HIII T'€MaToJIOTi4HI 1 HEreMaToJOTiuHi
3JIOSIKICHI HOBOYTBOPEHHS, KOJIM HE OYIKYHOTh KOPHCTI BIJ XeJaTHOI Tepamii 4depe3 IIBHIKE
IPOTPECYBaHHS 3aXBOPIOBAHHS.

B3aemooia 3 inwmumu nikapcoKumu 3acovamu ma iHuwii 6UOU 63aEMO0il.

be3neka 3actocyBanHs nedepacipokCcy B MOEAHAHHI 3 1HIIMMU XeJIaTOpaMH 3ajli3a BCTaHOBJIEHA
He Oyna. Takum YMHOM, MOTO HE CIiJ] NOEAHYBAaTH 3 IHIIMMHU 3alli30XEIaTHUMH TEpaIlisiMH.
Bzaemoois 3 idxcero.

Cmax edepacipokcy, TabIeToK, BKPUTUX TUTIBKOBOIO 000JIOHKOIO, 30ibInyBaBcs (Ha 29 %) npu
B)KMBaHHI 1Ki 3 BHCOKHM BMICTOM XHpY. TaOJeTKH, BKPHUTI IIIBKOBOK OOOJOHKOIO, MOXHA
npuiiMaTH HaTmiecepiie ado 3 JEeTKO DKero, 0aXXaHo B OIHMH 1 TOW K€ 4ac KOXKHOTO JTHS (IUB.
po3ainu «PapmakokiHeTHKa» 1 «C1ocid 3aCTOCYBaHHS Ta JIO3U»).

Mertabomizm nedepacipokcy 3anexuth Biax ¢pepmentiB Y D-rmokypoHinTpanchepasu. Y xonui
TOCTIPKEHHS 32 Y4YacTIO 3/I0pPOBUX JOOpPOBOJBIIIB OAHOYACHE 3aCTOCYBaHHS Aedepacipokcy
(pa3oBa no3a 30 mr/kr) i motyxHoro iHgykropa Y ®-rarokypoHinTpancdepasu pudamiinuHy
(moBTopHa 103a 600 Mr/mo0y) 3HMWKYBaIO ekcnosuilii aedepacipokcy a0 44 % (90 % Al 37—
51 %). Takum 4YMHOM, OJHOYACHE 3aCTOCYBaHHS Aedepacipokcy 3 MOTY)KHHMH IHIYKTOpaMH
YA®-raokypoHinTpanchepazn  (Takumu gk pudamminuH, KapOamaszemiH, (eHITOiH,
¢denobapbiTan, puUTOHABIp) MOXKE MPHU3BECTH [0 3HWKEHHS e(eKTUBHOCTI aedepacipokcy.
Crnig KOHTPOJIOBATH BMICT (DEpUTHHY B CHPOBATIII KPOBI Malli€eHTa Mij Yac 1 Micist 3aCTOCYBaHHS
KoMOiHaIii Ta B pa3i moTpedu KOpUTYBaTH JO3Y JIIKAPCHKOTo 3acoly. XoJecTHpaMiH 3HAYHO
3HIDKYBAB EKCIO3UIII0 Ae(epacipokCy Yy MEXaHICTUYHOMY JIOCHIPKCHHI BUSBICHHS PIBHS
BHYTPIIIHBOIIEYIHKOBOT YTHITI3aIlii.

Y nmpoueci AOCTIDKEHHS 3a Yy4acTIO 3J0POBHUX JTOOPOBOJBIIIB OJHOYACHE 3aCTOCYBAaHHS
nedepacipokcy i Migazonamy (MmapkepHoro cyocrpary CYP3A4) npu3Boauio 10 3MEHIICHHS
excrio3uilii migazomamy 10 17 % (90 % I 8-26 %). Y kiiHIYHKX yMOBax Ied e(exT Moxke
OyTu OLIbII BUpa)K€HUM. TakuM UYHMHOM, Yepe3 MOXKJIMBE 3HMKEHHS €(PEeKTHUBHOCTI CIiJ 3
obepeskHicTI0O KOMOiIHYyBaTH JedepacipoKc i3 pedOBHHAMH, 110 META00II3YIOThCS 32 JOTIOMOTOI0
CYP3A4 (mampukiaj i3 MUKIOCIOPUHOM, CUMBACTaTUHOM, TOPMOHAJIbHUMH MPOTH3AILT THUMU
3acobamu, OETPUINIOM, €PrOTaMiHOM).

Y mporeci JOCHIKEHHS 3a Yy4acTIO 3J0pPOBUX JOOPOBOJIBIIIB OJHOYACHE 3aCTOCYBAHHS
nedepacipokcy gk momipHoro iHrioitopa CYP2C8 (30 mr/kr Ha m00y) 3 pemariiHigom,
cyoctpatom CYP2CS, npuiinstum y pa3osiii 1031 0,5 mr, migsuiryBano AUC 1 Cpax penariiziay
npubmu3Ho B 2,3 paza (90 % HAI: 2,03-2,63) i B 1,6 paza (90 % HAI: 1,42—1,84) BiamoBigHO.
OckinbKy He 0yJI0 BCTAHOBJIEHO B3a€EMOJII1 3 I03aMH pernariiHiay, Bumumu 0,5 Mr, 0JJHOYaCHOTO
3acTOCyBaHHS Jedepacipokcy 3 penariiHiIoM CIIiJl YHUKATH. SIKIo MOeIHAaHHS € HEOOX1THUM,
CJIJI TPOBOJUTU PETENbHUM KIIHIYHMA KOHTPOJIb Ta KOHTPOJIb PIBHS TJIIOKO3M B Kposi. He
MOYKHa BHUKJIIOUATH B3aeMojii MiX Aedepacipokcom 1 iHmmMu cyoerparamu CYP2CS, takumu
K MMaKJIITaKcel.

VY mpormeci JAOCHIDKEHHS 3a Y4YacTIO 3JI0pPOBHX JOOPOBOJIBIIB OJHOYACHE 3aCTOCYBaHHS
nedepacipokcy sk iHriditopa CYP1A2 (nmostopHa mo3a 30 mr/kr/no6y) i1 cyocrpary CYP1A2
Teodininy (pasoBa no3a 120 mr) npusseno a0 30inbpmenHs AUC reodininy xo 84 % (90 % Al
73-95 %). Cmax nipu mpuiioMi pa3oBoi 103U He Oyja MOpYIIeHa, aje OYiKyeThCs 30UIbIICHHS
Cmax TeO(LTIHY U JTOBrOTPUBAIOMY 3acTOCyBaHHI. TakuM YMHOM, OJIHOYACHE 3aCTOCYBaHHS
nedepacipokcy 3 TeodpTiHOM HE peKoMeHAyeThesa. Skmo nmedepacipokc 1 TeodisiH
3aCTOCOBYIOTBCSI OJIHOYACHO, CIJIJI KOHTPOJIIOBATH KOHIEHTpaLil0 TEoUIHY Ta pO3IrisiaTu
MOJKJIMBICTh 3HM)KEHHA ioro ao3u. He Mo)kHa BUKIIIOYATH B3a€EMOJII0 MK JAedepacipoKcoM 1
iHmmMu  cyoctpatamu  CYP1A2. ¥V pa3i  3acTocyBaHHA pEYOBUH, SIKI IEPEBAXKHO



metabomizyioTbes CYP1A2 1 MaroTh HM3BbKUM TepaneBTUYHUHN iHAEKC (HANpHKIaZ, KIO3alliH,
TU3aHIAWH), TOTPIOHO MIOTPUMYBATHCh THX >K€ PEKOMEHJIallli, Mo W ISl 3acTOCyBaHHS
Teoiminy.

OpHoYacHe 3acTOCYBaHHs JIKapChbKOTO 3aco0y ¥ aHTalMIHUX IMpernapariB, MO MICTATh
IOMiHIN, O(iliifHO He BHBUAIOCS. Xoya Jedepacipokc Mae OUIbII HU3BKY CIIOPITHEHICTH 3
TIOMIHIEM, HDK 13 3ami30M, JIKapChKH 3aci0 HE PEKOMEHIYEThCS MPUHAMATH pa3oM 3
AHTAIMIHAMU TIperapaTaMu, 10 MIiCTSITh aTIOMiHIN.

OpHouacHe 3acTocyBaHHS jaedepacipokcy 3 pEYOBHHAMH, MO0 MAalOTh YJIbIIEPOTCHHUI
NOTEHIliall, TAaKMMHU SK HecTepoigHi mnportusananeHi mpenapatu [HII3II] (Bkmrowaroum
aleTWICATIIMIOBY KHCJIOTY Yy BHCOKHX JI033aX), KOPTHUKOCTEepoigu abo mepopalibHi
Oicdocdonartu, 30UIBIIYE PU3UK MUTYHKOBO-KHIIKOBOI TOKCUYHOCTI. OHOYACHE 3aCTOCYBaHHS
JIKapCchKOrO 3aco0y 3 aHTHKOAryJIHTAMH TaKOXK 30UIbIIyE PH3UK [UIYHKOBO-KHIIKOBOI
kpoBoTeui. [1oTpiOHUI perenpbHM KITIHIYHUA KOHTPOJIb MPU MOEHAHHI Aedepacipokcy 3 IUMHU
PEUOBHHAMM.

OpnnouacHe BBeneHHs Hedepacipokcy 1 Oycynbdany nmpusBoauth 10 30inbiienHs piBag AUC
OycynbbaHy, ajle MeXaHi3M B3aEMOJIIl 3aIMINAETHCA HE3PO3YMUIMM. SKIIO MOMKIIWBO, CIiJ
ouinuti (papmakokinetuky (AUC, kiipeHc) nociimkyBaHoi J1o3u Oycynbdany, o0
3a0€3MCUUTH KOPUTYBAHHS JIO3H.

Ocoonueocmi 3acmocyganns.

DVYHKILS HUPOK.

3acrocyBaHHs JedepacipoKCy BHBYAIOCS JIMINE y MAII€HTIB 3 MOYaTKOBUM PIBHEM KPEATUHIHY
CHPOBATKH KPOBI B MEXaxX HOPMH, III0 BiJIIOBIJIa€ BIKY.

[Tin dvac kimiHiYHUX BUNPoOyBaHb HpUOIM3HO Yy 36 % malieHTIB BHHUKIO J0303aJI€KHE
IiABUILEHHS PiBHS KpEaTHHIHY CUPOBATKH KpoBi HA > 33 % y > 2 MOCHIiJOBHUX BUMAJIKAX, 1HO/I
BUIIE BEPXHbOI Meki HOpMHU. [IpuONM3HO y JBOX TpPETHH MAIUEHTIB, y SKUX BiIMIYaIoCs
IiBUILEHHS PIBHS KpPEaTHHIHY CHPOBAaTKM KPOBIi, IMMOKA3HWKU IMOBEPHYIHCS 10 PIBHA HHXKYE
33 % 06e3 KopekIii A03Uu. Y PelITH MAIli€eHTIB MiJIBUIECHHS PIBHSI KPEaTHHIHY CUPOBATKU KpPOBI
HE 3aBXKIH BIAMOBIIATI0 HA 3HWKEHHS JI03U a00 MPUITMHCHHS 3aCTOCYBAaHHSI JIIKAPCHKOTO 3aC00Yy.
Bunaznku roctpoi HUPKOBOI HEOCTATHOCTI OYJIM 3apeecTpoBaHi MpH JOCIIIKEHH] 3aCTOCYBaHHS
JKapCchKOTO 3aco0y. Y NesKuX BUIAAKaX MOTIPIICHHS HUPKOBOI (QYHKIIIT IPU3BENIO 1O HUPKOBOL
HEJI0CTAaTHOCTI, 10 NOTpeOyBaio TUMYacoBOro ab0 MOCTIHHOTO Jiami3y.

[TpyunHYU MIABUIIEHHS PIBHSI KpEaTUHIHY CUPOBAaTKH KpOBI 3’sicoBaHl He Oynu. OcobnuBy yBary
CHIJ TPHUAUIATH KOHTPOJIIO KpEaTWHIHYy CHpPOBATKM KpOBI Yy TAIi€HTIB, fKi OJHOYaCHO
OTPUMYIOTh JIIKapChKl 3acoOu, II0 MNPUTHIYYIOTh (YHKIIIO HUPOK, Ta Yy TMAallI€HTIB, SKI
OTPUMYIOTh BHUCOKI JIO3M JIIKAPCHKOrO 3aco0y Ta/abo MaroTh HHM3bKY YacTOTy TpaHCQy3ii
(< 7 m/kr/micsaite  epuTponMTapHoi  Mack  a00 <2  OAMHHUIL/MICSIB JUIS  JOPOCIHUX).
Xoua 301IbIIeHHs] HeOaKaHUX SBUIL 3 OOKY HHUPOK HE cHocTepirajgocs micis 30UIbIIEHHS 03U
1o 30 MI/kr y mporeci KJIIHIYHUX BUIPOOYBaHb, HE MOKHA BUKJIIOYATH MIJABUILEHOTO PU3UKY
HeOakaHUX sIBUIL 3 O0OKY HUPOK IIPU 3aCTOCYBaHHI Aedepacipokcy y BUTTIAAL TaOIETOK, BKPUTHUX
TJTIBKOBOIO OOOJIOHKOIO, Y 1031 O1ibiie 21 Mr/KT.

PexoMeHI0BaHO OIiHIOBaTH pPIBEHb KPEAaTHHIHY CHPOBATKM KpOBI 10 TOYATKy Tepamii Ta
MOBTOPHO TICIS MOYaTKy JiKyBaHHsS. KpeaTuHIH CHUpOBAaTKM KpOBI, KIIPEHC KPEaTHHIHY
(o6umncneni 3a ¢gopmynamu Kokxpopra — Tl'onra abo MDRD y nopociaux 1 3a ¢opmyioro
[IBapua y aireii) Ta/abo piBenp nucratuHy C B Iia3Mi KpoBi CliJf KOHTpoJoBaTu 1 pa3 Ha
THXJICHb TPOTATOM TEPIIOro MICAIsS JIKyBaHHS a0o 3MiHHM Tepamii aedepacipokcy Ta pa3 Ha
Micamb Ticas 1poro. llamieHTn 13 3aXBOpPIOBAaHHAMH HHUPOK B aHaMHE31 Ta TMAI€HTH, SKi
OTPUMYIOTh JIIKapChKi 3aco0M, IO TNPUTHIYYIOTh (YHKILII0 HUPOK, OUIBII CXWJIBHI [0
ycknaaHenb. CliJl miATpUMYBaTH aJeKBaTHY TiApaTallilo y MAalli€eHTiB, y SIKUX BUHUKAE aiapes
abo OroBaHHS.

VY mporeci 10CHiKEHb TOBIIOMIISITA TIPO BUIAIKH PO3BUTKY METAa0OJIYHOTO aluao3y Ha T
JikyBaHHS jAedepacipokcoM. Y OUIBIIOCTI IUX MAI€HTIB BIAMIYAINCS MOPYIIEHHS (QYHKIIi




HUPOK, HUpKOBa TyOynomnartisi (cunapom PaHkoHI), Iiapes ad0 CTaHU, IPU SKUX MOPYIIYETHCS
KHCJIOTHO-JTy’)KHA piBHOBara. [1oTpiOHO KOHTpOIIOBATH MOKA3HUKU KUCJIOTHO-TYXKHOT pIBHOBAaru
BIJIMOBIIHO JIO KJIHIYHUX TOKa3aHb y Lid rpymi mamieHTiB. Chif po3rNISHYTH MOXJIHBICTH
MPUIIMHEHHS Teparii aedepacipoKCoM MAalli€HTIB, y SKUX BIIMIYAETHCS METAOOIIYHHUI alu103.
[ToBimomisiocst TpO BUNAAKU TOKKAX (OpPM HHUPKOBOI TyOynomarii (TakuxX SIK CHHAPOM
®daHKOHI) Ta HHUPKOBOI HEJOCTATHOCTI, IIOB’A3aHUX 31 3MIHAMH CBIJIOMOCTI B yMOBax
rinepaMOHEMIYHO1 eHIedanonaTii y MaIi€HTiB, SKi OTpUMYyBIH JedepacipoKc, MEPEBaXHO Y
nited. PekoMeHayeThbesi BpaxoByBaTH TillepaMOHEMIYHY eHIle(daonaTiio Ta BUMIPIOBATH PiBEHb
amiaky y Mami€nTiB, y AKX PO3BUBAIOTHCS HE3PO3YMLIl 3MiHM MCUXIYHOTO CTaHy Mij yac Tepamii
nedepacipokcom.

Tabmums 1.
Kopexitist 1031 Ta IpU3YIUHEHHS JIIKYBaHHS JJII KOHTPOTIO QYHKITIT HUPOK.
Kpearunin cupoBatku Kitipenc kpeatuniny
KpOBI

Ilepen mouatkom | 2 pa3u Ta 1 pa3
Teparii
ITpoTunokaszano < 60 mi/xB
KonTtpouns
- Ilepmnii  MicsIb | IOTHXKHS Ta ITOTHKHS

micis  MOYaTKy

Teparnii abo

3MIHU 1031
- Hapgam LIOMICSIYHO Ta LIOMICSIYHO

3HmkeHHs 1000801 1031 Ha 10 Mr/kr/mo0y (TabieTK, BKPUTI TUTIBKOBOO 000JIOHKOIO). K0
HUIICUEe3A3HAYEeHT Napamempu HUpoOK CnOCmepiearomubcs nio 4ac 080X NOCHIOOBHUX GI3umie ma
He MoJcymob 0ymu noe s13ami 3 INUUMU NPUYUHAMU.
Hopocai >33 % BHIIE | T samkenns < HMH (< 90 mir/xB)
CEpeHBOT0  3HAYCHHS
JI0 JTIKYBaHHS
Jitn > HOpMa, o Ta/abo | sumxenns < HMH (< 90 mi/xB)
BIJINTOB1/1a€ BIKY
ITicns 3HMKEHHS TO3U NPUTTMHUTH JIKYBaHHS, SIKITIO
Hopocii Ta gt Bammuraetbes >33 % | ta/aGo | smmkenns < HMH (< 90 mir/xB)
BHUILIE CEpEIHBOTO
3HAUEHHS JI0 JIIKYBaHHS
:*HMH: HUXHSI MEXKa HOPMH.

BMH: BepxHs M€Ka HOPMH.

JlikyBaHHS MOXHA BITHOBHUTH 3aJIe)KHO BiJ 1HAMBIAYalIbHHUX MOKAa3HHUKIB. 3HMUKEHHs J03H a00
NPU3YNUHEHHS JIIKYBaHHS MOXHA PO3IJISIaTh y pa3l BAHUKHEHHS BIIXWIEHb HA PIBHI MapKepiB
HUPKOBOI TyOy sipHOi (pyHKIIIT Ta/ab0 BIAMOBIHO 10 KJIIHIYHUX [TOKa3aHb:

* IPOTEiHYpist (TECT CIiA MPOBOAUTH 10 TTOYATKY Teparii 1 Jaji — IIOMICSIIs);

* IIIOKO3Ypisl y MAIlI€HTIB, SIKI HE CTPaXJalOTh Ha I[YKPOBUH nia0eT, Ta HU3bKI PIBHI Kalilo,
docdary, maruiro abo ypaTiB y cupoBarii Kposi, ¢ocdaTypii, amiHoauuaypii (KOHTpPOJb 3a
HEOOX1JTHOCTI).

HupxoBa TyOynomnaTisi B OCHOBHOMY 3apeecTpOBaHa y AiTel Ta MiUIITKIB 3 OeTa-TajnaceMiero, sKi
3aCTOCOBYBAJIM JIKapChKUH 3acio.

[TarieHTiB MOTPIOHO HampaBUTH A0 (axiBls 3 PeHAIbHOI MEIUIIMHU, a B MOAAIBIIOMY MOXHA
MPOBECTH CIEIlialbHI JOCHIIKeHHS (Taki SK HHpPKOBa OIOMCis), SKIIO, HE3BAKAIOYM Ha
3MEHIIEHHS J03M 1 NepepuBaHHs Teparii, piBeHb KpeaTHHIHY CHPOBATKH KPOB1 3aJIMILIAETHCS
3HAYHO MIABUIIEHUM Ta CIOCTEPIralOThCS TMOCTIMHI BIIXWJIEHHS IHIMUX (QYHKIIH HUPOK
(HampuKiaa, IpoTeiHypis, cUHIpOM DaHKOH1).

DYHKIIISA TeYiHKH.




[TigBUTIIEHHS TIEYIHKOBUX MPOO CIIOCTEPIraioch y MAaIi€HTIB, SKi 3aCTOCOBYBaM Jedepacipokc.
[ToBimomisTOCS TPO BHUMAAKKA TEYIHKOBOI HEJOCTATHOCTI, 1HOMI 3 JICTAJIHHUM HACIIIKOM.
Tsoxki popmu, mMoB’s3aHi 31 3MiHAMH CBiIOMOCTI B yMOBaXx TilepaMOHEMIYHOi eHuedantonarii,
MOXXYTh BHHUKATH Yy TIAII€EHTIB, SKi OTpUMYyBadd jAedepacipokC, OCOOJMBO Yy IiTEH.
PexomeH1yeThCsl BpaXOBYBATH TillEpaMOHEMIYHY eHIle(aIonarTio Ta BAMIPIOBATH PIBEHb aMiaKy
y TAIl€HTIB, Y SKUX PO3BUBAIOTHCSA HE3PO3YMIJI 3MiHM ICHUXIYHOTO CTaHy I 4Yac Tepamii
nedepacipokcom. Cii moadatv mpo MIATPUMKY aJCKBATHOI Tiaparaiii y Malli€HTiB, Y SKHX
CITOCTEPIraloThCs SBHIIA, IO CIPHUIIOTH 3HWKEHHIO 00’ €My IIUPKYJTIOIY0i KPOBi (Taki K Jaiapes
abo OiroBaHHs), 0COOIMBO Y JIITEH 3 TOCTPUMH 3aXBOPIOBAHHAMU. BiIbIIICTh MOBiIOMIIEHB TTPO
MEYIHKOBY HEJIOCTATHICTh CTOCYBAJIUCS MAIIEHTIB 13 BUPAXKEHUMHU CYNYTHIMHU 3aXBOPIOBaHHSIMU,
B TOMY YHCII 3 YK€ HasBHUM XPOHIYHMM 3aXBOPIOBAHHSIM IE€YIHKH (BKJIIOYAIOUW IUPO3 1
rematut C) Ta TMOMOPraHHOK HefocTaTHicTIO. OJHAaK He Moke OyTH BUKIIOYEHA pPOJIb
nedepacipokcy sik crpustodoro abo o0Tskyrouoro dakropa (nuB. po3ain «IlobiuHi peakiii).
PexomeHn0BaHO TiepeBipsATH PiBHI TpaHcaMiHa3, OUTipyOiHy 1 JIyxHOI ¢ocdaTazu 10 MOYaTKY
JIKYyBaHHS, KOXHI 2 THXHI MPOTATOM TMEPIIOr0 MICAIM 1 MOTIM OJUH pa3 Ha MiCsIb.
[Tpu cTifikoMy 1 TIporpecyrodoMy IMiaioOMi PiBHSA TpaHCaMiHa3 y CHUPOBATIl, SKUH HE MOXHA
BIJHECTH Ha paxXyHOK IHIOIMX NOPUYHH, HOpUHAOM JedepacipokCy CiiJl HPUITUHHUTH.
[Ticnst 3’sicyBaHHsA NPUYMH BIAXWJICHb pPE3yJIbTaTiB aHali3iB (QyHKUIl mediHku abo micis
MOBEPHEHHS iX 10 HOPMAJIBHOTO PiBHA MOKHA PO3IJITHYTH MOXIIMBICT BiHOBJICHHS JTIKyBaHHS
nedepacipokCoM y HIKYiH 1031 13 MOAANBIINM [TOCTYHOBHM i1 MiIBUIICHHSIM.

Jledepacipokc HE PEKOMEHIYETHCS TMAIll€EHTaM 13 TSHDKKUMH MOPYHICHHSIMH (DYHKIIT MEeYiHKA
(xmac C 3a mkanoro Yaitnga — I1°10).

Tabmuus 2.
Pexomenamii 3 mpoBeJIeHHS! KOHTPOJIIO OE3MeKH.
ITokasHuk Yacrora
PiBeHb KpeaTHHIHY CHPOBAaTKU KPOBi [ToaBiitHMiA 0 TOYATKY Teparii.

HIoTHXKHS  OPOTATOM — MEPIIOTO  MICSII
Teparii Ta IPOTATOM IEPIIOTO MICAIS IiCIs
3MIHH JI03M.

[ToTtim momicss.

Knipenc kpeatuHiny Ta/abo piBeHb nucTatuny | [lo mouarky Teparmii.

C y u1a3mi KpoBi [[{oTXHA  MPOTATOM  TMEPUIOTO  MICSIIS
Teparii Ta IPOTIroM MEPIIOro MICALS MiCHs
3MIHH JI03H.

IToTim mromicsis.

[Ipoteinypis o mouaTky Teparii.

IToTim mromicsis.
[Hm mapkepu HHMpKOBOI TyOynspHOi (yHKIIT | 3a HEOOX1IHOCTI.
(HampuKJIa[ TIIOKO3ypis, HE TMOB’s3aHa 3
n1abeToM Ta HU3BKMMU PIBHSMH B CHPOBATII
KpoBi Kaimito, QocdariB, MarHiro abo yparis,
dbocdarypis, amiHOAMAYPIs)

PiBHi TpaHcamiHa3, OuripyOiHy 1 JyxHoi | [lo mouarky Tepamii.

docdarazu B cupoBariii KpoBi KoxHi 2 THXKHI NPOTATOM TEPIIOTO MICSIIS

Teparii.

IToTim mIOMicCsIIS.

[epeBipka ciyxy i 30py Jlo movatky Teparii.

[ToTim 1IOpOKY.

Maca Tina, picT Ta CTaTeBUI PO3BUTOK Jlo movatky Teparii.

[opoky y miTeil.

VY xBopux 13 nepeadauyBaHOI0 KOPOTKOIO TPUBATICTIO )KUTTA (HAIPUKIIAL, 13 BUCOKUM CTYIEHEM
PHU3UKY MI€JIOAUCIUIACTHYHOTO CHHAPOMY), OCOOJIMBO KOJIM CYMYTHI 3aXBOPIOBaHHS 301IbIIYIOTH
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pPHU3UK HeOaKaHMUX SBUII, KOPUCTD Teparii aedepacipokcoM Moke OyTu oOMexeHa 1 Moxe OyTH
3HIDKCHA pHU3WKaMHu. SIK HAcHiJOK, 3aCTOCYBaHHS IIUM marieHTaMm jaedepacipokcy He
PEKOMEH/IYEThCSI.

3 00epeKHICTIO CIIiJT 3aCTOCOBYBATH JIIKAPCHKUW 3aci0 MallieHTaM JITHBOTO BIKY Yy 3B’SI3KY 3
BUIIOI0 YaCTOTOI0 HeOaxaHMX peakIliii (30kpema jaiapei).

Jani moao aiTed i3 Tajgacemiero, IO HE 3aleXHuTh Bia TpaHcdysii, oOmexeHi. ToMmy Tepamito
JKapChKUM 3ac000M CIIiJT TPOBOAWTH PA30M 13 MOHITOPHHIOM CTaHY IMAIli€EHTA JJIS BUSBIICHHS
NMOOIYHMX peakiliii Ta BU3HAYCHHS piBHA 3aniza. Kpim Toro, mepem MmoyaTKOM JIiKyBaHHS
nedepacipokCoM JIiTed 3 TSHKKUM MEPEHACHYCHHSM 3alli3a 3 TaJaceMi€lo, M0 He 3aJCKUTh Bijl
TpaHcdy3ii, Jikap MOBUHEH 3HATH, 10 HACHIJKH JOBTOTPUBAJIOTO BIUIMBY JUIsI TAKWUX MAIIEHTIB
JOTEeTep HEeB1IOMI.

LI1yHKOBO-KUITKOBHUM TPAKT.

Bynu 3apeectpoBaHi BUpa3Ku Ta KPOBOTEUl 3 BEPXHBOTO BiJILTY IUTYHKOBO-KHIIIKOBOTO TPAKTY
y TMAIl€HTIB, BKJIIOYAIOYM MITEH 1 MIJJIITKIB, SKI 3aCTOCOBYBalIM naedepacipokc. Y AEsIKHUX
NAIEHTIB CHOCTEpIrajJncs MHOXWHHI BUpaszku. [loBimomisuiocss mpo BHpa3KW, yCKIIaJHEH1
nepdopalli€ro NTyHKOBO-KUIIIKOBOTO TPAaKTy. Takok MOBIAOMIISIIOCS MPO JIETAIbHI IUTYHKOBO-
KHIIKOBI KPOBOTEYi, OCOOJMBO Yy IITHIX MAIi€HTIB, SIKi MaJMd T'eMaTOJIOTiYHI 3JIOSKICHI
HOBOYTBOpEHHS Ta/ab00 HU3BKY KUIBKICTh TPOMOOIUTIB. Jlikapi MOBHHHI MOBIJOMUTH HAIIEHTIB
OpO O3HAKM Ta CHMOTOMH IIITYHKOBO-KWIIKOBHX BHPA30K 1 KpOBOTEY IIiJ dYac Teparii
JiKapchbKUM 3aco0oM. Y pa3i BHHMKHEHHsS HUTYHKOBO-KHIIKOBOI BHpa3Ku abo KpOBOTEdl 3
BEPXHBOTO  BIAJITY [UIYHKOBO-KMIIKOBOTO TPAaKTy CJiJA NPUIMHUTA  3aCTOCYBaHHS
nedepacipokcy 1 HeralHO  po3MOYaTd  JOJATKOBE  OOCTEKEHHS Ta  JIIKyBaHHS.
Crig noTpuMyBaTHCS OOEPEKHOCTI TAIliEHTaM, sIKI MPUHAMAIOTh JedepacipoKC OJHOYACHO 3
JIKapCchKUMHK  3aco0aMu, 1[I0 MaloTh yibleporeHHuid moreHmian (taki sk HII3IL,
KOPTUKOCTEpOinn abo nepopanbHi 6icdochonarn), namieHTam, IKi MPUIAMAIOTh aHTHKOATYJISTHTH
1 TaIi€eHTaM 3 KIJIbKICTIO TpPOMOOIMTIB HIKYE 50 000/mm° (50x% IOQ/J'I).

[opyiieHHd 3 OOKY HIKIPH.

[Tin wac 3acTocyBaHHS AedepacipoKCy MOXKYTh 3’SBUTHCS BUCHUIM Ha IIKipi. Y OLIBIIOCTI
BUTIA/IKiB BUCHITU 3HUKAIOTh CIIOHTAHHO. SIKII0 y 3B 3Ky 3 BUCHUIIAHHSM JIIKYBaHHS TIE€pEpUBAIIH,
micasl 3HUKHEHHS BHCHITY Teparil0 MOXKHA BIJIHOBUTH B HWXKYIA 11031 1 3 MOJANbIIUM
MOCTYMOBUM 11 MiABUINEHHSIM. Y TSDKKAX BHUMAIKaX II€ MOHOBJICHHS MOXHA MPOBOJUTH Y
NO€AHAHHI 3 KOPOTKOYACHUM IPUHOMOM MepopaibHUX cTepoifiB. [loBimomiisiocs mpo TAXKKi
mKipH1 1OOIYHI peakuii, y ToMy uuciai cuHjapoM CriBeHca — JIKOHCOHA, TOKCHUYHHUMN
enigepmanbauii Hekponiz (TEH) Ta MeamkameHTo3Ha peakilis 3 €03MHODUTIEI0 1 CHCTEMHUMHU
nposisamu (DRESS-cunapom), mo MOXyTh HNPHU3BOAMTU 10 JIETAIbHUX HACHIAKIB. SIKIIO €
i103pa Ha BAHUKHEHHS TSDKKUX IKIPHUX MOOIYHMX peakiiii, 3acTOCyBaHHS JIKapChKOIo 3aco0y
CIiJl HETralHO TPUIMHUTH 1 HE BIJHOBIIOBATH. Y pa3l MPU3HAYEHHS JIIKAPCHKOTO 3acoly
HAIi€HTIB Clijl MPOiH(GOPMYBATH MPO CUMOTOMH TSDKKUX LIKIPHUX peakiii, sKi Ciij peTenbHO
KOHTPOJIFOBATH.

Peakitii miIBUIIIEHOT YYTIAUBOCTI.

Bunanku cepiio3HMX peakiiil rinepyyTiauBOCTI (TaKUX K aHa(uIakcis Ta aHT1OHEBPOTUYHUMN
HaOpsiK) Oynu 3apeecTpoBaHi y MaL€HTIB, K1 OTPUMYBAIH JiedepacipoKc, NePEeBaKHO MPOTATOM
NEePLIOro MicsIs JIIKyBaHHA. [Ipy BUHMKHEHH1 TaKUX peakiiil IikapCchbKUii 3aci0 CIiJl BIIMIHUTH 1
NPU3HAYUTU BIAMOBIHE MEAMKAMEHTO3HE JIKYBaHHS. 3aCTOCyBaHHS Jedepacipokcy He CIif
BIIHOBJTIOBATH TAI[IEHTaM, y SIKUX CIIOCTEPIrajucs peakiii TImepuYyTIUBOCTI, 4Yepe3 PHU3HK
BUHUKHEHHS aHA(1IIaKTUYHOTO HIOKY.

Opranu 30py Ta CIyxy.

Bynu 3apeectpoBaHi BUMAIKKW MOPYLIEHHS CIyXY (3HIDKEHHS CIyXy) Ta 30py (IOMYTHIHHA
KpUIITAJINKa, HEBPUT 30pOBOTr0 HEpBa, 3MIHM CITKIBKH). Ilepes mouaTkom JiKyBaHHA 1 4epes
piBHI iHTepBaIN (KOXKHI 12 MICAIIIB) PEKOMEHIYEThCS TepeBipKa CIyxy 1 30py (BKIOYAIOUU
¢dynnockomnito). Ilpu BUABIEHHI MOpPYIIEHb MiJl Yac JIIKYBaHHS CIiJ PO3MVISHYTH MOXJIUBICThH
3MEHIICHHS 1031 a00 MPUITMHEHHS JIKyBaHHS.




[opyieHHs 3 6OKY KpOBI.

Bynu moBimoMieHHS PO JICHKOMEH10, TPOMOOITUTOTICH IO Y MMAHIIMTOICHII0 (200 3arocTpeHHs
X TOpPYIIEHb) Ta MPO 3aroCTPEHHsS aHeMii y MAaIll€HTIB, AKi OTPUMYBAJIU Jedepacipokc.
bimbmiicTh 1MX MAaIi€eHTIB YK€ Mald TI'eMaToJIOTiYHI TMOPYIICHHS, $KI 4YacTo IIOB’s3aHl 3
KiCTKOBOMO3KOBOIO HeZloCTaTHicTIO. lIpore He Moke OyTHM BHUKIIOYEHA CHpHsioda ado
00TsDKyIOUa poJIb IILOTO JIiKapchKkoro 3aco0y. IlepepuBaHHS JTIKyBaHHS CIIJl PO3MISIAATH IS
MAI[IEHTIB, Y SIKUX BUHUKAE [IUTOTICHIST HEB1OMOT €Ti0JIOT11.

Inmi dakropu.

PexomeH10BaHO IIOMICSYHHUI KOHTPOJIb PiBHS (PEPUTHHY B CHPOBATIII KPOBI1 JUISI OLIHKU PeaKiii
NaiieHTa Ha Tepamilo Ta YHUKHEHHS T[epefo3yBaHHSA. 3MEHIICHHS 03U alo peTenbHe
CHIOCTEpEXKEHHS 3a (PYHKILIED HUPOK, IMEYIHKM Ta piBHEM (EpUTHHY B CHPOBATII KpOBI
PEKOMEHIyeTbC B MEPIOAM JIKyBaHHS BHCOKMMH J03aMH Ta KOJIM piBeHb (DEepUTHHY B
CHpOBATILI KPOBI HAOIMKAETHCS 10 LUIBOBOTO Jiana3oHy. SIKimo piBeHb (hepuTHHY B CHPOBATII
KpoBi mocTiiHO mamae Hux4e 500 Mkr/m (mpu TpaHchy3iMHOMY NEpeHACHYEHHI 3aii3oM) abo
Hwk4ye 300 MKr/n (mpu CHHApOMAax Tajacemii, IO He 3alexaTh Bia TpaHcdysii), ciig
PO3TJISSHYTH MUTAHHS PO MPUIHMHEHHS JIKyBaHHS.

PesynbraT TecTiB KpeaTWHIHY CHpPOBATKH KpPOBi, ()EpUTHHY CHPOBATKH KpPOBi 1 TpaHCamiHa3
CUPOBATKH KPOBI CJII/I pEECTPYBATH Ta PETYISAPHO OLIHIOBATH /ISl BUSBICHHS TeHIeHIiH. Takox
noTpiOHO BHOCHUTH IIi Pe3y/IbTAaTH Y KapTKY MAaIli€HTA.

Y mporeci AOCTIIKEHb PICT 1 CTATEeBUH PO3BUTOK [ITEH, sKI OTpUMyBaIU aedepacipokc
MPOTATOM 5 pOKiB, He Oyim mopymieHi. OHaK, SK 3arajJbHU 3aM001KHAN 3aXiJl, IPH JTIKyBaHHI
MEePEHACHYCHHSI 3aJ1130M BHACTIAOK TpaHCcQy3ii y AiTeil ciij KOHTPOJIIOBATU Macy Tijia, pICT Ta
CTaTeBUH PO3BUTOK Yepe3 piBHI iHTepBaIN (KOXKHI 12 MicAIIB).

CepueBa muchyHKIiSE — BiIoME€ YCKJIQJHEHHS TSDKKOTO TepeBaHTaxeHHs 3anizoM. CeplieBy
(GYHKIIIIO CITi/T TepEeBIpATH y MAIEHTIB 3 TSHKKUM MIEPEBaHTAKEHHIM 3J1130M il 4aC TPUBAJIOTO
JikyBaHHS aedepacipokcom.

He pexkomenmyeTscsi OIHOYAacHE 3acTOCyBaHHS jaedepacipokcy 3 — alfOMiHI€BMICHHUMHU
aHTAIlMJIHUMU JIIKapchbkuMu 3acobamu. He pekoMeHIyeTbCsi OJHOYACHE 3aCTOCYBaHHS
nedepacipokcy 3 penarminiqom (cyocrparom CYP2CS8) abo i3 cybcrparamu CYP1A2, mo
MalOTh BY3bKHUW TEpaneBTUYHHUM 1HIEKC, TaKUMU SK Teo(iniH, kio3amiH abo TH3aHiIWH.
Baowcnusa ingpopmayis npo donomigichi pewosunu.

Lleit mikapcbkuii 3acid MICTUTh JakTO3y. SIKIIO Yy Mali€HTa BCTAHOBJIEHO HENEPEHOCHMICTh
JeSKUX IYKpIB, HOTPIOHO MPOKOHCYIBTYBATUCSA 3 JIIKApEM, MEpII HIXK NpUHMaTH 1eH JIKapChKui
3acib.

3acmocysanus y nepiod eazimnocmi abo 200y6ants epyooio.

BariTHiCTb.

KniniuHi AaHi moA0 BIUIMBY Jedepacipokcy Ha mepedir BariTHOCTI BiACyTHI. JlociikeHHs Ha
TBapUHaX MOKAa3ajH MEBHY PENPOJYKTUBHY TOKCUYHICTh MPU BBEJIEHHI MaTepi TOKCUYHUX J103.
[ToTeHuiifHUNA PU3UK AJIs TFOAWHHA HEB1TOMHUIA.

TakuMm 4YMHOM, HE PEKOMEHIYETHCS 3aCTOCOBYBATH JAedepacipoKC y Mepioja BariTHOCTI, SKIIO
TUTBKH JUIS IIbOTO HEMAE JKUTTEBO BaXKIMBHX IMOKA3aHb.

Jlikapcbkuit 3aci0 MOXke 3HM)KYBaTH €(eKTHBHICTh TOPMOHAJILHUX KOHTPALENTHUBIB (AMB. pO3ALI
«Oco0NIMBOCTI  3aCTOCYBaHHS»), TOMY JKIHKaM pPENpOAYKTUBHOTO BIKY PEKOMEHIYETHCS
BUKOPHCTOBYBATH JI0JIaTKOBI a00 albTEPHATHBHI HErOPMOHAIbHI (POPMH KOHTpalemnuii Ha Tl
npuiiomy nedepacipokcy.

[lepioa rpyIHOTO rOyBaHHSL.

VY nocnipkeHHSX Ha TBapHHaX OyJo BHSBIEHO, IO Je(epacipoKC MIBUAKO H EKCTEHCHUBHO
BUJUISIETbCA Y TPy/AHE MOJOKO. BrmnmuBy Ha moromcTBo BuUsiBIeHO He Oyno. Hesimomo, um
BUAUIAETbCA 1eepacipokc y TpyJHe MOJIOKO JIIOAWHH. ['py/nHe roayBaHHS Mija 4Yac JiKyBaHHS
nedepacipokcoM He peKOMEH/I0BaHE.

DepTUIBHICTS.
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Hemae nanux mono ¢GpepTHIBHOCTI y JIOAMHU. Y TBAapUH He Oyllo BHUSBIIEHO HeOakaHOl Aii Ha
(bepTUIBHICTH CAMOK 200 CaMIIiB.

30amuicmv enausamu Ha WEUOKICMb peaxyii npu KepysaHHi asmompancnopmom abo iHwumu
MexXauizMamu.
HocnipkeHHs BIDTMBY nedepacipokcy Ha 3MaTHICTh KEpyBaTH aBTOTPAHCIIOPTOM 1 IHIIUMU
MexaHi3MaMu He mpoBoxwincsa. [lamieHTd, sKi BigU4yBalOTh HECHPHUITIWBUN  BIUIMB,
3aIaMOpPOYCHHS, IMOBHHHI YTPUMYBATHCS BiJl KEpYBaHHS aBTOMOOLIEM Ta poOOTH 3 IHIIUMU
MeXaHi3MaMHu.

Cnoci6 3acmocyseanns ma 0o3u.

TpancdysiliHe nepeHacCHYCHHS 3a1130M.

[ToyatkoBe Ta miATpPUMYBajJbHE JIKYyBaHHS NedepacipOKCOM MOBHUHHI HMPOBOJUTH JIiKapi, SKi
MaroTh JOCBIJ JIIKYBaHHS XPOHIYHOTO IEPCHACHYCHHS 3alli30oM. PeKOMeHJ0BaHO TNOYMHATH
JiKyBaHHS Ticis TpaHcdysii npubausHo 20 oguauis (=100 mi/kr) epurporuTapHoi Macu abo 3a
HAsIBHOCT1 JaHUX KJIIHIYHOTO KOHTPOJIIO, IO CBiAYaTh MPO XPOHIYHE MEPEHACHUYCHHS 3al130M
(HampuKIaa, Tpu KOHLEHTpawii ¢eputuHy B cupoBaTii kpoBi > 1000 mkr/m). Jo3u (y Mr/kr)
NOTPIOHO PO3paxyBaTH Ta OKPYIIIUTHU O HAHOIMKUOTO 103yBaHHS 111101 TaOJIETKH.

Mertoro 3aii30XelaTHOI Teparii € BHBEICHHS 3alli3a, BBEACHOTO MpH TpaHc(ysii, Ta, SKIIO
NOTPiOHO, 3HMKEHHSI ICHYI0YOi KOHIIEHTpaIlii 3ami3a.

Tabmuis 3.
PexoMeHi0BaHi 103U NMPU MepeHaCHUeHH1 3a1130M BHACIOK TpaHCcdy3iil KPOBi.
. PiBHi
TabneTku, BKpUTI
TLJTIBKOBOFO Tpancoysii (bepuriiy B
000JIOHKOIO cHpoBaTil
KPOBI
ITouatkoBa no3a | 14 mr/kr Ha no0y | [licns 20 omuHULb | 260 | > 1 000 MK/
(mpubmmzno 100 mi/kr)
YITaKOBaHUX CPUTPOILIUTIB
(PRBC)
AnbpTepHaTUBHI 21 mr/xr Ha 100y | > 14 Ma/kr/micsub PRBC
MOYaTKOBI 031 (mpubaM3HO
> 4 ogUHULL/MICSLH TS
JIOPOCITHX )
7 mr/kr Ha 100y | < 7 mMi/Kr/micsub PRBC
(mpubnn3HO
< 2 OIUHULL/MICSLH TS
JIOPOCITHX )
Jna  mauieHTis, | 1/3 go3u nedepokcaminy
Uil SIKuX - Oyna
e(pEeKTUBHOIO
Teparist
nedepokcaMiHOM
MoHniTopuHT [{omicsis
LinboBwHiA 500-
niaraszoH 1 000 Mkr/n
Etanu kopekii | 30inbIIeHHS 103U > 2 500 mMKr/1
o3u 3,5-7 mr/kr Ha 100y
(xoxHI1 3-6 | To 28 mr/kr Ha 100y
MICSIIIB) 3MeHIIeHHS 1031
3,5—7 mr/kr/mody < 2 500 MK/
Y  mamieHTiB, SKAM  3aCTOCOBYBaJIHM  JIO3U
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> 21 mr/kr Ha 700y
L{inpoBUit Niana3oH AOCSATHYTO 500-
1 000 mkr/n

MaxkcumanbHa 28 mr/kr Ha 100y
no3a
3  ypaxyBaHHSIM < 500 MKr/n
NPU3YTTUHEHHS
JKyBaHHS
O3YBaHHSI.

Ilouamkosa 0o3a.

PexkomenoBana mouatkoBa j000Ba J03a jaedepacipokcy CTaHOBUTH 14 mr/Kr mMacu Tija.
Jlns martieHTiB, SKi MOTPeOYIOTh 3HIDKCHHS IIIBUINEHUX PIBHIB 3alli3a B OpraHiami 1 fKi
OTPUMYIOTH Oinbie 14 MiI/Kr/Mmicsllb epuTpouuTapHoi Macu (MpuOIKM3HO >4 OAMHUIL/MICSIb
JUISL TOPOCJIOTO Malli€HTa), I0YaTKOBa J0OOBa /1032 MOYKE CTAaHOBUTH 21 MI/KT.

Jis marienTiB, fKi HEe MOTPEOYIOTh 3HM)KEHHS MiABHILECHUX DPIBHIB 3ali3a B OpraHi3Mi i sKi
OTPUMYIOTh MEHIIIE 7 MJI/KI/MicCAllb €pUTPOIUTAPHOI MacH (MPUOIU3HO < 2 OAMHHIIL/MICSIb AJIs
JIOPOCIIOTO IMAII€HTA), TOYaTKOBA JOOOBA /1032 MOYKE CTAHOBUTHU 7 MI/KT.

HeoOXiTHO KOHTPOJIIOBAaTH PEAKIl0 MAIli€eHTa Ta PO3TJIAIATH MOXKIMBICTH IMIABUINEHHS 03U,
SIKIIO HE TIOCATHYTO JOCTaTHBOTO (EKTY.

[TamieHTamM 13 XOPOIIOKO KIIIHIYHOIO BIAMOBIIAIO Ha JIIKyBaHHA JedepoOKCaMiHOM MOXKHA
NpU3HAYaTH TIOYaTKOBY 103y JAedepacipokcy, IO CTaHOBUTH 1/3 mo3u nedepokcaMiny
(HampuKIaja, MaIieHT, sIKUH oTpumye nedepokcaMin y A031 40 Mr/kr/mody mpoTsaroM 5 OHIB,
MOXe OyTH TIepeBEJICHHI Ha IOYaTKOBY 1T000BY m03y nedepacipokcy 14 mr/kr Ha 100Y).
SIkiro 10060Ba 103a CTAHOBHUTH MEHIIIe 14 Mr / KT MacH Tijia, HEOOXiTHO KOHTPOJIIOBATH KIIHIYHY
BIJIMIOBIIb TAIli€EHTa Ta PO3TVITHYTH MOXKJIUBICTh TIJBHUINEHHS JO3U, SIKIIO HE OTPUMAHO
JIOCTaTHBOTO €(PEKTYy.

Kopexuyis oo3u.

PekoMeHayeThCSl MIOMICAYHO KOHTPOJIIOBATH pPiBeHb ()EPUTHHY B CHPOBATII KPOBI Ta y pasi
HEOOX1THOCTI KOpUTYBaThU a03y aedepacipokcy KokHI 3—6 MICAIIB HA OCHOBI 3MiH pIiBHSA
dbeputuny B cupoBarili kposi. Kopekiiito 1031 moTpiOHO 3a1HCHIOBATH MOETANHO Ha 3,5—7 MI/Kr
BIJIMOBIIHO /10 1HAMBIAYalbHOI pEaKIlli MmarjieHTa 1 TepaneBTUYHUX LiIed (miarpumMaHHs ado
3HIDKEHHS piBHS 3amiza). Jlyig marfieHTiB, y SKUX 3aCTOCYBaHHs JaHOTO JIKapChKOTO 3aco0y y
1031 21 Mr/kr He 3a0e3neuye HEOOX1JTHOTO KOHTPOJIO (HallpHUKiIaa, piBHI PEepUTHHY B CUPOBATII
KpOBi MOCTiHO nepeBHILYI0Th 2500 MKI/T 1 He BUSIBISIOTH TEHJCHIIT 10 3HUKEHHS 3 4acOM),
MOJKJIMBE 3aCTOCYBaHHS 103U a0 28 Mr/kr. [laHl 1040 JOBrOCTPOKOBOI €(PEeKTHUBHOCTI Ta
Oe3neku nedepacipokcy MpU 3acTOCYBaHHI B J03ax MmoHaa 30 mr/kr gorernep oOMexeHi (micis
30UIBIICHHS 103U 3a 264 TalieHTaMu 31HCHIOBAJIOCS CIIOCTEPEKEHHS MPOTITOM B CEPEAHBOMY
1 poky). V pa3i ayxe He3aJ0BUIBHOTO KOHTPOJIIO TeMOCHIepo3y B 1031 70 30 MI/Kr mojainblie
30UIbIIEHHS (MakCUMyM J03M 28 MI/KI) MOKe€ He 3a0e3NeYuTH 3al0BUIBHOIO KOHTPOJIIO 1
MOXYTbh OYTH PO3IJIAHYTI aJbTepHATUBHI BapiaHTH JIIKYBaHHS. SIKIIO 3aJOBUTbHUI KOHTPOJIb HE
3a0e3neuyeTbesl A03aMM MOHaA 21 MI/Kr, He ciij MpOJOBXKYBaTH JIIKyBaHHS B TaKUX J03ax 1
NOTPIOHO PO3TMSAAATH aNbTEPHATHUBHI BapiaHTH JiKyBaHHs. He pekoMeHJOBaHO NpHU3HAYaATH
JiKapchbKui 3aci®d y 1031 moHaa 28 MI/KI, OCKUIBKM JOCBIJl 3aCTOCYBAaHHS OOMEXEHH.
[TamienTam, siKi 3aCTOCOBYIOTH JTIKApChbKUHM 3aci® y 1031 moHaa 21 MI/Kr, clif po3risaatd
MO>KJIUBICTh 3HWKEHHS JI03H MOETAIHO Ha 3,5—7 MI/KT MpU AOCATHEHHI KOHTPOJO (HAIIPUKIAI,
piBHI (hepUTHHY B CHpOBATLi KpoBi mocTiiHO HIK4i 2 500 MKI/n Ta BUSBIAIOTH TEHICHLIT 110
3HWKEHHS 3 yacoM). [lanienTam, y skux piBeHb (epUTHHY B CHPOBATIIl KPOB1 JTOCIT Oa’kaHOTO
noka3Huka (3a3Buuait Mixk 500 ta 1 000 MKr/m), 3HMKYBATH 103y HEOOXITHO MOCTYIOBO Ha 3,5—
7 Mr/kr, mo0 MiATpUMATH 3HAUYEHHS CUPOBAaTKOBUX piBHIB (DEPUTHHY B paMKax OakaHOTO
niama3ony. SIKimo piBeHb (EpPUTHHY B CHPOBATII KPOBI MOCTIIOBHO 3HMXKYETHCS /10 3HAYCHHS
Mmen1ie 500 MKI/J1, JTIKyBaHHSI CII11 IPUIHHUTH.

12



CHHIIpOMU TaslaceMii, 110 He 3aJieXkaTh Bl TpaHcdy3iid.

Cninm po3moynmHATH XeJaTHY Tepamilo JIMIIe 3a HasBHOCTI TIEepPEHACHYCHHS 3ajli30M
(xonnentpamis 3amiza y newinni [K3II] >5 mr Fe / r cyxoi Barm abGo piBHI (eputuHy B
cupoBatili kpoBi ctabimbHO > 800 Mkr/im). [Tokasuuk K3II € mpiopuTeTHUM 1711 BU3HAYEHHS
MEPeHACHYCHHS]  3QJi30M 1 TIOBUHEH  BHUKOPUCTOBYBATHCS, SKIIO 1€ MOXKJIHBO.
Crnit JoTpUMyBaTUCh 00EPEKHOCTI i Yyac MPOBEICHHS XeIaTHOI Tepamii y BCiX IMalli€HTIB s
MiHiIMIi3a1il pU3NKy MepeHACHUCHHS XeJIaTaMH.

Tabmauis 4.
PexoMeH10BaHi 103U MPU CHHIPOMI TajaceMii, o He 3aJIekKaTh BiJ TpaHCPY3iil.
. . PiBHi
TabyeTku, BKpUTI Konuenrparis
; . L dbeputuny B
TUTIBKOBOO 3aJ1iza B MeYiHII A
000JIOHKOIO (K3ID)* poBal
KpOBI
[TouatkoBa no3a 7 Mr/KT Ha 100y > 5wmr 3amiza / T | abo | > 800 Mkr/n
CyXOi Baru
Kontposnb [omicsms
Eranu kopekiii 1o3u 30IbIIEHHS TO3U > 7 wmr 3amsa/ r | abo | > 2000 mMKkr/a
(xoxH1 3—6 MicA11iB) 3,5—7 mr/kr Ha 100y | cyxoi Baru

3MenmeHds qo3u 3,5— | < 7 mr 3amiza / r | abo | <2000 Mkr/in

7 MI/KT Ha 100y cyxoi Baru
MakcumaibHa 103a 14 mr/kr Ha 100y
7 MT/KT Ha 00y
Jlns mopociux He Ta | <2000 MKr/n
s mitei OIIHFOBAJIOCH
[Ipu3ynuHeHHs JiKyBaHHS < 3wmr3amiza/r | abo | < 300 mkr/n
CyXOl Baru
BigHOBIICHHS JTiKYBaHHS He pekomeH10BaHO

*Bu3HaueHHS KOHIIEHTpAIIIi 3aJi3a B MEYiHIIl € IEPEeBaXHIM METOIOM BH3HAUCHHS PiBHS ITEPEHACHICHHS
3aIi30M.

Ilouamkosa 0o3a.

PexomeHnnoBana mnouaTtkoBa J000Ba jJ03a Jedepacipokcy Ui MAIi€HTIB 13 CHHAPOMaMHU
TajaceMii, 110 HE 3aJIeXaTh BiJ TpaHCQY31il, CTAaHOBUTH 7 MI/KI MacH Tijia.

Kopexyis oosu.

PekoMeHyeThCs IIOMICAYHO KOHTPOJIOBATH piBEHb (EPUTHHY B CHpOBATLl KpOBI.
UYepes 3-6 micsIiB JiKyBaHHS CIiJl PO3TISAaTH AOUIIBHICTH MOETAMHOTO MiJBUIIECHHS TO3U Ha
3,57 mr/kr, sikmo nokazHuk K3I1 y marienta > 7 mr Fe / r cyxoi Baru abo piBHI GepuTUHY B
cupoBartili kpoBi cradinpHo > 2000 MKT/1 1 HE BUSBISIOTH TEHICHIIT A0 3HIKEHHS 3 4acoM, a
NaieHT J00pe NEepeHOCUTh JIKapchkui 3acid. He pekoMeHJ0BaHO NpHU3HAYaTH JIKAPChKUI
3aci0 y A03ax moHaja 14 MI/Kr, OCKUIBKU AOCBIJ 3aCTOCYBaHHS /103 BUIIIE LILOTO PiBHS HallieHTaM
3 CHHJIpOMaMHU TajlaceMii, 1110 He 3aJieXaTh BiJ TpaHcdy3ii, BIACYTHIM.

Jns nanienTiB, skuM nokasHuk K3I1 He Bu3HauanM, a piBeHb (hepUTHHY B CHPOBATIl KPOBI
< 2000 MKT/71, 1031 HE TIOBHUHHI IEPEBUIITYBATH 7 MI/KT.

Jlns marieHTiB, SKUM J03a Oyia MigBUIIEHA 10 > 7 MI/KT, PEKOMEHIYEThCS 3HU3UTH 103y IO
7 mr/kr abo menme, konu nokasHu K31 <7 mr Fe / r cyxoi Baru abo piBeHb (epUTHHY B
cupoBarii kposi < 2000 MKr/m.

IIpununenns niKy8amHs.

[Ticns mocsrHeHHs 3a10BiIbHOTO piBHs 3amiza B opranismi (K3I1 <3 mr Fe / r cyxoi Baru abo
piBHI ¢eputrHy B cupoBaTii kpoBi < 300 MKr/i) NiKyBaHHS CJIiI MPUMTMHUTH. BiACyTHI qaHi mpo
MOBTOpHE JIIKYBaHHS MAIli€HTIB, Y SKUX CIOCTEPIraeThCsl MOBTOPHE HAKOIMMYEHHS 3ai3a Micis
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JOCSATHEHHS 33JI0BIILHOTO PiBHS 3ai3a B OpraHi3Mi, OT)KE IMOBTOPHE JIKYBaHHS HE MOKe OyTu
PEKOMEHI0BaHO.

Oco0auBi TPy NAIEHTIB.

Tayienmu nimnvoeo 6ixy (nonao 65 pokis).

PexoMeHnpnariii momo 103yBaHHS MJis TAIIEHTIB JITHHOIO BIKY Taki K, SK OMHCAHO BHIIE.
VY mporieci JOCHIKEHb Y TAIll€HTIB JITHROTO BiKy Oyia OUIbII BHCOKAa YacTOTa HeOaKaHMX
peakiiif, HXK y MOJOAIIMX MAali€eHTIB (30Kkpema aiapei), TOMY CIiJl PETEeIbHO CTEKUTH 32
HeOa)kaHUMU SIBHINIAMH, SIKi MOXKYTh TOTpeOyBaTH KOPEKIIii 103H.

THayiecumu i3 nopywennuamu QyHKyii HUpox.

3actocyBaHHs JedepacipokCy IMaIi€eHTaM 13 HHPKOBOK JUCQYHKINIEIO HE BHUBYAIOCS Ta
NPOTHUITOKA3aHO MAIliEHTaM 13 KJIIpeHCOM KpeaTuHiny < 60 MiI/XB.

Tayienmu i3 nopywenuamu @QyHKyii newinku.

3acTocyBaHHA JIKapChKOTO 3ac00y Mali€HTaM i3 TSDKKUMHU HMOPYIICHHSAMH (YHKIT MEUiHKA He
pekoMeHnayerbes (kmac C 3a mkamoro Yannma — I[I'w0). [nsg mamieHTiB 3 TOMiIpHUMH
nopymeHHsIMU QyHKIIT nmeyinku (knac B 3a mkanoro Yaitnga — [1°10) 103y ciniji 3MEHITUTH JI0
50 %. Jlikapcekuii 3acid Tpeba 3acTOCOBYBAaTH 3 OOCpPEXKHICTIO TaKUM Ialli€HTaM.
[TorpiOHO KOHTpOMIOBAaTH (YHKIIO TEYiHKA Yy BCIX NAmi€HTIB KOXHI 2 THXKHI TPOTITOM
MIEPIIOTO MICSI, @ TIOTIM IIOMICSIIS.

Crocib 3acTocyBaHHS.

TalbyeTku, BKPHUTI IUIIBKOBOK OOOJIOHKOIO, CIIiJI KOBTAaTH IUIMMH, 3allMBAlOYU  BOJIOIO.
Jlyist martieHTiB, SKi He 34aTHI KOBTATH 1Tl TaOJIETKH, iX MOKHA TOJPIOHUTH Ta TOJATH B M’ IKY
DKy, Hampukiax HorypT abo sOmyune mrope. Jlikapcbkuil 3acié ciify BXKHTH HETailHO Ta
MIOBHICTIO, HE 30epiraTu sl MOAaJIbIIOT0 3aCTOCYBAHHS.

[Tpuitmatu 1 pa3 Ha JeHb, 0akaHO B OJIMH 1 TOM e yac, MOYKHA MpUKMaTH HaTiecepie adbo 3
JIETKOIO 1XKEX0.

Jimu.

Pexomenpaii moa0 1o3yBaHHs AJis JiTed BiKOM Bif 2 10 17 pokiB Taki X, SIK JUIsl JOPOCITHX
namienTiB. [lpu po3paxyHKy A03W CiTiJl BpaXOBYBaTH 3MiHU MacH Tiia JiTei 3 yacoM. Y miTei
BIKOM BiJ 2 70 5 pOKIB €KCIO3HWIIisl HIKYa, HDK y nopociux. Tomy 1si BikKOBa Ipyma MOXKe
noTpedyBaTH BUILIUX 103, HIX HeoOXiaHO gopociauM. OJHaK moyaTkoBa J/103a MOBHHHA OYyTH
TaKOI0 X, SIK JUIsl JOPOCIMX, a Aajl TUTPYETHCS 1HIUBIIYaIbHO.

Hns mitel 13 cUHIpOMaMH Tajlacemii, IO He 3ajexaTh Bia TpaHCc(y3ii, 1032 HE Mae
NEepeBUIlyBaTH 7 MI/KI. Y IUX MAIli€HTIB peTelbHUN KOHTpoib mokasHuka K3II Ta piBHIB
dbepuTUHY B CHPOBATIIl KPOBI € HEOOXITHUM i1 YHUKHEHHS TEPEHACUUYCHHS XeJlaTaMHU: OKPIM
IIOMICSIYHOI OLIIHKU PiBHIB ()EPUTHUHY B CHPOBATIII KPOBIi, ciia perenbHO KoHTposoBatu K3I1
KOXKHI 3 wicsimi, sKmo piBeHb ¢(eputuHy B cupoBaTii KpoBi cTaHoBuUTH < 800 MKr/m.
PexomMeHyeThCs IOMICSYHO KOHTPOIIOBATU PiBEHb (DEPUTHHY B CUPOBATIII KPOBI, 1100 OLIIHUTH
peaxiiio MalieHTa Ha Tepariio Ta MIHIMI3yBaTU PU3UK EPEHACUUYCHHSI XeJlaTaMu.

besneka Ta epeKTUBHICTh 3aCTOCYBaHHS JIIKapChbKOro 3acoOy JuIsl JiTell BiJg HApPOPKEHHS 10
23 MICSIIIB III€ HE BCTAHOBIIEHI.

Ilepeoosysanns.

Cumnmomu. PaHHI O3HaKH TOCTPOro MEpPeA03yBaHHA — 1€ €PeKTH 3 OOKYy TPaBHOTO TPAKTY,
TaKi sk OUTH y JKUBOTI, Aiapesi, HyAoTa Ta OmoBaHHA. [1oBIIOMIISITOCS MPO MEYIHKOBI 1 HUPKOBI
MOPYIICHHS, BKJIIOYAIOYM BUIAJKH IiJBUILEHHS PiBHIB MEYiHKOBUX (DEPMEHTIB 1 KpeaTHHIHY,
IO TIOBEPTAIOTHCS 10 HOPMU TIICIISl TIPUITMHEHHS JIiKyBaHHs. [ToMHIKOBO BBEIeHA pa3oBa J103a
90 mr/kr copuuynHMIa CHUHIpOM DaHKOHI, SKUN 3HUKAE TMICIAS TPHUIHUHEHHS JIKyBaHHS.
Jlikyeanns. He icHye cnenugpiqHOro aHTUIOTY IpHU Mepeno3yBaHHI Aedepacipokcy. MoxyTb
OyTH 3aCTOCOBaHI CTaHJAPTHI MPOLEAYPH JIIKYBaHHS MEPe03yBaHHA, a TAaKOK CUMITOMAaTHYHE
JIKYBaHHS, SIKIIO 11€ MEIUYHO JIOIUTBHO.

14



Il06iuni peaxuii.

[Tix wac mikyBaHHS AedepacipoKCoOM y AOPOCIUX 1 AITEH HaWvacTiIe BUHUKAIHM TTOOIUHI peaKilii
3 6oky IIKT: B ocHOBHOMY Hy/iOTa, OJNFOBaHHS, fiapes abo OUTh y JKMBOTI Ta BUCHUIIAHHS Ha
mkipi. [liapes cmoctepiranacsi 4acTimie y MiTed BIKOM Big 2 A0 5 pOKiB, HDK Yy CTapiiux
namienTiB. L{i peakuii € 10303a1eXHUMH, 3arajioM ciabko abo MOMIpHO BHpaKkeHi; y OLIbIIOCTI
BHITAJIKIB BOHM 3HMKAIOTh HABITh IIPH MPOJIOBKEHHI 3aCTOCYBAaHHS JIiIKapchKOTo 3aco0y. I1ix vac
KJIHIYHUX JOCTIKeHb y TAalli€HTIB CIOCTEPIrajgocs A0303aeXKHE IMiJBUIICHHS KOHIIEHTpAIl
KpEaTHHIHY B CHPOBATIII KPOBi, TO/1 K TaKe IMiABUIIECHHS y OUTBIIOCTI MAaIli€EHTIB 3JIMIIATIOCS B
MeKaxX HOPMH. 3MEHIIEHHS CEePeIHbOr0 3HAYCHHS KJIIPEHCY KpeaTHHIHY CHOCTEepirajoch siK Y
JIOPOCIHX, TaK 1 y IiTeH 3 OeTa-TajaceMi€lo 1 MepeHaCHUEHHSM 3aJ1130M IIPOTATOM TEPIIOTO POKY
JIKyBaHHS, aje € JOKa3u TOTO, 0 Y HACTYIHI POKH HE CIIOCTEPIraiocs MOIaNbIIIOT0 3HIKESHHS
CEepPEeIHhOT0 3HAYCHHsS KIIpEHCY KpeaTuHiHy. [loBigoMisiocss Mpo TMiABHUINECHHS PIiBHSA
NEYiHKOBUX TpaHCaMiHa3. PeKOMEHAyeThCsl peryssipHO MPOBOAMUTH TECTH MOKA3HMKIB (PyHKIIT
HUPOK 1 meuinku. [lopymieHHs ciyXy (3HMDKEHHS CIIyXy) Ta 30py (MMOMYTHIHHS KPHINTAJIUKA)
CHOCTEpIraJich HEYACTO; TAKOXX PEKOMEHAYETHCS TMPOBOJUTH HIOPIYHI  OOCTEXKEHHS.
ITpu 3acTocyBaHHI JIKapChKOTO 3aco0y MOBIJOMIISIIOCS MPO TSDKKI IMIKIpHI MOOIYHI peakiii, y
tomy umcni cuaapom CriBeHca — J[)KoHCOHA, TOKCHUYHHU emnigepManbauii Hekpoui3 (TEH) 1
MEAMKAMEHTO3Ha peakiis 3 eo3uHodimiero Ta cucreMHuMu mposBamu (DRESS-cunapom).
Kareropiss 4acToTH HeOaKaHMX peakiliii BU3HAYAETHCS TAaKUM YHHOM: Iyke yacto (> 1/10);
vacto (> 1/100, < 1/10); nevacro (> 1/1000, < 1/100); piako (> 1/10000, < 1/1000); ayxe pimko
(< 1/10000); wactora HeBigoMa (HEMOXKIHWBO BCTAHOBUTH 3a HAasIBHUMH IaHUMH). Y paMKax
KOKHOI TPYIH 3a 4acTOTOIO MOOIYHI peakilii Mpe[CTaBlieHI B MOPSAKY 3MEHILIEHHS TSKKOCTI
IPOSIBIB.

. . . . .1
3 oboky kposi ma aimgpamuuynoi cucmemu. YacTOTAa HEBiAOMa — MAHIMUTOIEHIA",
. ceel o .1
TPOMOOIMTONEHIS , TOCHJICHHS aHEeMii , HEUTPOTICHIs .
3 60Ky imyHHOI cucmemu: YacTOTa HEBIJOMa — peakKIii Tinep4YyTIUBOCTI (BKIIOYAIOYH

anadinaKciio Ta aHTiOHEBPOTHYHHIT HAGPAK) .

3 6oxy obminy peyosun, memabonizmy: 4aCTOTa HEBiAOMa — MeTa0OIIYHUN aunﬂoal.

3 60Ky ncuxixu: HE4YacTO — 3aHETIOKOEHHS, TIOPYILICHHS CHY.

3 6oxy Hepeosoi cucmemu’: 4aCTO — TOJIOBHUM O11b; HEYACTO —3aIMaMOPOYCHHS.

3 6oxy opeanié 30py: HEUACTO — KaTapakTa, MAKyJOMAaTis; PiIKO — HEBPHUT 30pOBOTO HEpPBA.
3 60Ky opeanis ciyxy i eecmudyiApHo20 anapamy: He4acTo — 3HIKEHHS CIyXY.

3 6oxy ouxanvhoi cucmemu: He4acTO — OUTb Y TOPTaHI.

3 60Ky mpaenozo mpakmy: 4acTo — Jiapes, 3arnop, OJr0BaHHS, HYA0Ta, OUTb Y KHUBOTI, 3AyTTA
JKUBOTA, TUCIEINCIs; HEYacTO — HUTYHKOBO-KHIIIKOBA KPOBOTEUA, BUpa3Ka IIIyHKa (BKIIOYAI0UU
MHOXHHHI BHUpPa3KH), BHMpa3Ka JBaHAAUATUNANOI KHUIIKH, TaCTPUT; PIAKO — 3amajieHHs
CTPaBOXOJy; 4acToTa HEB1JloMa — racTPOIHTECTHHAIbHA nepq)opauiﬂl, rocTpui HaHKpCaTI/ITl.
3 6oky eenamobiniapnoi cucmemu: 4acTo — WIJABHUILEHHS PIBHA TpaHCaMiHa3; HEYAaCTO —
renarur, )KOBYHOKaM siHa XBOpo0a; yacToTa HEB1JloMa — MEYIHKOBa HeocTaTHiCTh .

3 6oxy wkipu ma niowKipnoi KIiMKOGUHU: YAaCTO — BHUCHIIAHHS, CBEpODK; HEYACTO —
MOPYIIEHHS MITMEHTAIlll; PIIKO — MEIUKAaMEHTO3Ha PEeaKilis 3 €03MHO(PUIIEI0 Ta CUCTEMHUMU
nposiBamu  (DRESS-cunnpom); wacrora HeBimoma — cunipom CriBeHca — JIKOHCOHa',
TIIepCEeHCUTUBHUN BacCKyIiIT , KpOHI/IB’leKal, MyJIbTU(OPMHA epMTeMal, aJloNeIlis, TOKCHIHMIT
eminepmanbamii Hekponiz (TEH)'.

3 60Ky HUPOK I ceyo8UBIOHUX WIAXIG: JTy’)KE€ YaCTO — IIIBUILEHHS PIBHS KpeaTHUHIHY B KPOBI;
4acTO — MPOTEiHYpisl; HEYacTo — po3naz (yHKIIi KaHaNbIiB (HabyTuit cunapom DaHKOHI),
[JIIOKO3Ypis; 4acTOTa HEBiJJOMa — rocTpa HUPKOBA HEJIOCTATHICTB TyOyJIOIHTepCTUIIATbHUN
nedput, Hedpoitias', roctpuii TyOyIApHUIA HEKPO3 .

3acanvni posnadu ma peakyii y micyi 6edeHHs. HEYACTO — IIIBUILEHHS TeMIIEpaTypH Tija,
HaOpsIK, BTOMA.

! HeGaxani peaxiiii, 3apeecTpoBaHi 31 CIOHTAHHUX TMOBIJIOMIJICHb, JJIS SKUX HE 3aBXKIM MOXXHA HaJ[IHHO
BCTAaHOBHUTH YaCTOTY a00 MPUYMHHHI 3B’ SI30K 13 €0 JTIKApCHKOTO 3aC00Y.

15



2 ToBimoMisumocss Mpo TSOKKI (OPMHM, ITOB’si3aHI 31 3MiHAMHM CBiZOMOCTI B YMOBaX TillepaMOHEMi4HOI
eHuedaronarii.

VY 2 % BunankiB Oynu 3apeecTpoBaHi JKOBUHI KaMEHIi 1 MOB’s3aHI 3 HUMHU MOPYIICHHA 3 OOKY
JKOBYOBHMBITHUX NUIAXiB. Takox y 2 % BUNAAKIB CIOCTEPIrajocs MiABUIICHHS aKTUBHOCTI
nedinkoBux TpaHcaminas. Inomi (0,3 % BumaakiB) crocTepiranocst MiJBUIICHHS PpiBHSA
MEeYIHKOBUX TpaHcaMiHa3 Ounblne HiK y 10 pa3iB Big BEpXHBOI MEXi HOPMH, IO CBITYUTH PO
PO3BHUTOK renatuty. [1oBiZOMIIsIIOCS PO BUMAAKU PO3BUTKY MEYIHKOBOI HEOCTATHOCTI, 1HOAI
JeTanbHi, OCOOJMBO y TMAIIE€HTIB 3 YK€ HAsABHUM IUPO30M TmediHku. [lig yac mociikeHb
MOBIIOMJISUTOCS. TIPO BUTAJKU PO3BUTKY METAOONIYHOTO anuao3y. Y OIbIIOCTI IUX MAIli€HTIB
BiIMiYajI0oCs MopymeHHs GyHKIIT HUPOK, HUPKOBA TyOynonaTis (cuaapoM DaHKoHI), miapes abo
CTaHHU, TPU SKUX TOPYIIYETHCS KUCIOTHO-JIY)KHA piBHOBara. Bumaiku po3BHTKY CepHO3HOTO
TOCTPOro MaHKpeaTUTy crocTepiraivca 0e3 IOKYMEHTAJbHO MiJTBEPPKEHUX CYIYTHIX
3aXBOpIOBaHb OimiapHoi cuctemMu. Sk 1 [pH 3acTOCYBaHHI IHIIMX XE€JaTOpiB  3aji3a,
HOBIIOMJISUIOCST PO BHUCOKY YacTOTy BTpaTH CIyXy Ta IOMYTHIHHS KpUINTaIMKa (paHHS
KaTapakTa).
PerpocniektuBHMiT MeTaaHamiz maHux mmogo 2102 mopocnux Ta giTeld 3 P-Tanacemiero i
TpaHCPy31MHUM EPEHACHICHHSM 3aJ1i30M (Y TOMY YHMCII 32 PI3HUMH MMOKa3HUKAMHU, TAKUMH SIK
IHTEHCUBHICTh TpaHC)y3ii, crnocid 3acTOCYyBaHHS Ta TPUBAIICTb JIKYBaHHS), AKI MPOXOAUIH
JIKyBaHHS Yy JBOX pPaHIOMI30BaHUX KIIHIYHUX JOCHIDKEHHSX Ta YOTHUPbOX BIIKPUTHX
JOCIIJKEHHAX TPUBAIICTIO 10 5 POKIB, MIOKa3aB, 110 CEpeJHE 3HAYEHHS KIIPEHCY KPEeaTHHIHY
smenmuiocs Ha 13,2 % y mopocnux mamientiB (95 % Al: Bixm —14,4 % no 12,1 %; n = 935) i Ha
9,9 % (95 % I: Bix —11,1 % 10 8,6 %; n = 1 142) y niTeii mpoOTSAroM MEPIIOro POKY JiKyBaHHS.
VY cybnomymsmii mami€eHTiB, Aki JikyBaimcs Oinbmie HiX | pik (n = 250 Oimpmie 5 pokiB), y
HACTYNHI POKM HE CIOCTEepIrajocs MOJAIBLIONO 3HUKEHHS CEpeAHbOr0 3HAUYEHHS KIIpeHCY
KpEeaTuHiHy.
VY marfieHTiB i3 CHHAPOMAaMH TalaceMii, 10 He 3aJeXUTh BiJl TpaHc(y3ii, 1 3 MepeHaCUYCHHSIM
3ami3oM Tipu mpuiiomi nedepacipokcy y m03i 10 Mr/kr/mo0y HaWdacTIIMMH TIOB’SI3aHUMHU 3
JiKapchbKuM 3aco0oMm HebakaHumu siBuamu Oynu miapest (9,1 %), Bucumannsa (9,1 %) Ta
Hyznorta (7,3 %). BigxuneHHs1 y moKa3HHKaX CHPOBATKOBOTO KPEaTHHIHY Ta KIIPEHCY KPEaTHHIHY
Oynu 3apeecTpoBaHi BiMoBiAHO ¥ 5,5 % Ta 1,8 % marieHTiB, AKi OTpUMYBaiIH Jedepacipokc y
no31 10 mMr/kr/no0y. IlinBuilieHHs piBHS NMEUYIHKOBUX TpaHCaMiHa3 OuIbLIe HIX y 2 pa3u BiJ
BUXI1JITHOTO PiBHS Ta Y 5 pa3iB BiJl BEpXHbOI MeX1 HOpMHU Oyiu 3apeecTpoBaHi y 1,8 % mariieHris,
AK1 OTpUMYyBaJH edepacipokce y 1031 10 mr/kr/no0y.

ITH.
Pict 1 crareBuii po3BUTOK JiTEH, K1 OTpUMYBAIU AeepacipoKc MPOTAroM Mepioay 0 S5 POKiB,
He OyJIH MOpYIIEHi.
Jiapes BuHUKaa yacTile y JiTeil BIKOM BiJ 2 10 5 pOKiB, HIK y cTapiiux nauieHTiB. Hupkosa
TyOyJonaTii B OCHOBHOMY 3apeecTpoBaHa y JiTed Ta NAIITKIB 3 OeTa-TajaceMiero, sKi
3aCTOCOBYBAJIH JIIKAPCHKHI 3aci0.
JlaHi BKa3yl0Th Ha BEJIHMKY YacTOTY METa0OJIIYHOr0 anua03y y AiTeil Ha Tii cuHapomy PaHKOHI.
[ToBiOMIISIIOCH PO TOCTPUI MAHKPEATUT, OCOOIMBO Y IITEH Ta MiJUIITKIB.
Ilogioomnenns npo nidosprosani NOOIUHI peaKuyii.
[ToBimomyieHHs: Tpo TOOIYHI peakIi MicIs peecTparlii JIKapChbKOTO 3aco0y Mae BeJIUKe
3HayeHHdA. lle 7ae 3Mory mNpOBOAWUTH MOHITOPUHT CITIBBITHOUIEHHS KOPHCTH/PU3UK MpU
3aCTOCYBaHHI LbOTO JIIKapChKOro 3aco0y. MenuyHuMm Ta (apManeBTUYHHM TMpaliBHUKaM, a
TaKOX TallieHTaM a0o IXHIM 3aKOHHUM MpPEICTaBHUKAM CJiJ MOBIIOMIATH MPO YCi BUIAJKU
MiJJ03PIOBaHUX IMOOIYHUX peakiii Ta BIACYTHOCTI €(pEeKTHUBHOCTI JIIKAPCHKOTO 3aco0y uepes
ABToMaTu3oBaHy  iHpopMaliiiHy cucreMy 3 (apMakoHarJasAay 32 [MOCHUJIAHHSM:
https://aisf.dec.gov.ua

Tepmin npuoamnocmi. 3 poku.
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YmoBu 30epirannsi. /[ mikapchkoro 3aco0y HEe BUMAaraeTbes CreIlialbHUX YMOB 30€piraHHs.
30epiratu y HEJOCTYITHOMY TSI JIITEH MiCITi.

YnakoBka. [To 10 Tabnerok y 6micTepi, o 3 OicTepu y KapTOHHIM KOPOOITi.

Kareropis Binmycky. 3a peuenrom.

Bupo6unuk. Cinton Xicmanis, C. JI.

Micue3naxonxeHHss BHMPOOHMKA Ta ajapeca Micusi NPOBAIKeHHs #Oro IisVIBHOCTI.

Byn. K/Kactemno, n° 1, Canr boi ne Jnooperat, bapcenona, 08830, Icnanis
C/Castello, n° 1, Sant Boi de Llobregat, Barcelona, 08830, Spain
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