IHCTPYKIIA

IJISI METUYHOT' 0 3aCTOCYBAaHHSA JIIKapChKOT0 3aC00y

ImaTinio-BicTa

(Imatinib-Vista)

Cknao:
Oitoua pevosuHa: imatinib;

1 kamcyna MicTuTh iMaTuHIOy Me3unaty 119,5 mr abo 478 mr, 110 ekBiBasieHTHO iMaTHHIOY 100 Mr
a6o 400 wmr;

0ONOMIJCHI PEUOBUHU:

Kancynau 100 Mr: memtono3a MiKpOKpHCTaJTigHa, KOMOBIMOH, KPOCIIOBiIOH, HATPil0 cTeapuidyMapar,
KPEeMHiI0 TiOKCHUM KONOigHUH rinpodoOHMM, KPEMHIiI0 TiOKCHU[ KOJIOITHUYM 0€3BOMHUN;

kancyaa: Tutany giokcup (E 171), 3amiza okcup xkoBtuu (E 172), 3amiza okcupg 4epBOHUU
(E 172), rimpomerno3a; dapba ams OpyKy (Iesax, MpoIiieHT 1Kok, aMiaky po3unH
KOHIIeHTPOBaHWM, KaJllilo TiIpPOKCH A, 3aii3a okcup Yopuuii (E 172));

Kancynu 400 Mr: memtono3a MiKpOKPHCTAJigHa, KOMOBIIOH, KPOCIIOBiIOH, HATPil0 cTeapuidyMapar,
KPEeMHil0 TiOKCUM KONOigHUM rinpodo0HKM, KPEMHIiI0 TiOKCHU[ KOJIOITHUY 0€3BOMHUMY;

kancyaa: TuTany giokcup (E 171), 3anisa okcup xkostui (E 172), 3asi3a OKCU YePBOHUM
(E 172), 3aniza okcup yopuui (E 172), rimpomesno3a; Gapba o ApyKy (iIenaxk,
IIPOIIiNIEHTJIiIKOIb, aMOHiI0 rimpokcup 28 %, 3amisa okcupn yopuuu (E 172)).

Jlikapcbka ¢popmMa. Kancynu.
OcHosHI (i3uko-xiMiuHi 81acMu8oCMmi:

karcynu 100 Mr: TBepHi KaIlCylIu CBiT/I0-0PaHKeBOT0 KOJILOPY 3 MapKyBaHHAM YOPHOTO KOJIbOPY

«100 mg» Ha Tisi Kancynayu; KarncyJiu MiCTATh IOPOIIOK CBITJIO-)KOBTOr'0 KOJIbOPY; Kamncynu 400 Mmr:
TBEPZI KaICyJid TEMHO-OPaHKEBOr0 KOJIbOPY 3 MapKyBaHHIM 4OPHOT0 KOJIbopy «400 mg» Ha Tifi
KaIICYyJIY; KaIlCYyJIu MiCTSATh IIOPOILIOK CBIiTI0-2KOBTOT'0 KOJILOPY.

®apmakoTepaneBTHYHA I'pyna. AHTUHeOIIaCTU4Hi 3acobu. [Hribitopu Tupo3unkinasu BCR-
ABL. Imatuni6. ATX LO1 EAO1.



dapmakonoeiuHi e1acmueocmi.
®apmakoOuHamika.

IMaTHHI6 € HU3bKOMOJIEKYISIPHUM iHTiOiTOPOM IIPOTEIH-TUPO3UHKIHA3H, 10 3HaYHO
IpUTHIYY€E aKTUBHICTh TUpo3uHKiHa3u (TK) Ber-Abl, a Takox gesiki petentopHi TK: Kit
pernenTop ¢hakTopa CTOBOYPOBUX KIIiTHH, 3aK00BaHuUM C-Kit MpOTOOHKOreHOM, pelenTopu
noMmeny puckoiguray (DDR1 ta DDR2), penieniTop KOJIOHiECTUMYITIOBAIbHOTO (haKTopa
(CSF-1R) i pettenntopu TpoMboIruTapHoro ¢hakTopa pocTy anbda i 6eta (PTOP-anbda i PTOP-
6eta). IMaTuHIO MOXKe TaKOXK MPUTHIYYBATH KIIITUHHI IIPOIIECH, OITOCEPEIKOBaHI aKTHBAII€0
ITUX PEeLeNTOPHUX KiHa3. IMaTuHi6 € iHTiOiTOpOM MPOTEIHTUPO3UHKIHA3M, TKUHM CUITBHO
IPUTHIYYyEe TUPO3UHKiIHA3y Ber-Abl in vitro Ha KIiTUHHOMY Ta in vivo piBHSX. LI conyka
BHOIPKOBO MPUTHIUYE mMposidepaliito i CTUMYITIOE alonTo3 y Mo3uTuBHUX Ber-Abl KmiTHHHUX
JIiHISIX, @ TAKOXK Y LIOMHO ypaXkeHUX JIeMKeMiYHUX K/IITHHAX Y MallieHTiB 3 HasBHICTIO B
nmenKonuTax (pinagenbdiiicbKol XpOMOCOMHU IIPY XPOHIYHOMY ITO3UTHBHOMY Mi€onenko3i (Rh
) Ta 3 rocTpoto JIiMpob6IacTHO JTeKeMi€el0. In Vivo CIIoNTyKa ITPOSBISE MTPOTUTYXIUHHY
aKTHUBHICTh IIPY MOHOTeparil Ha Mogeni Ber-Abl mo3uTUBHUX KITITUH MyXIUHU Y TBapHH.
Kpim Toro, iMmaTuHi0 € cunbHUM iHTiIGiTOPOM pelenTopa TUPO3UHKIHA3Y IIOA0 TPOMOOIIMTAPHOTO
daxTopa pocty (TOP) i hakTopa embpionansuoi Kinitunu (OEK), c-Kit i nmpurniuye TOP- Ta PEK-
OTIoCcepenKoBaHi 3MiHu 3 60Ky KiTiTHH. In vitro iMaTuHi0 nmpurHiuye mpomideparlrito i cTumyioe
arornTo3 y KJIiTHHAaX IUTYHKOBO-KUIIKOBOI cTpoManbHol nyxnuau (I'ICT), 1m0 BupaKaeThCS B aKTHBallil
MmyTaunil kit.

KoHcTuTyTHBHA aKTHUBallis perentopa TO®P a6o Ber-Abl npoTelHTHPO3UHKIHA3Y €
pe3ynbTaToM iHTerpatii 3 pisHuMy OinkaMu abo ctuMynanii cuate3y TOP, mo Oynu 3anydeHi
y natorene3 MDS/MPD (mienogucnnacTuUHUX/Mi€NONPosipepaTUBHUX 3aXBOPIOBAHb),
['EC/XEJI (rinepeo3nHO(iIBPHOT0 CUHAPOMY/XPOHIYHOI €03MHOGIIBHOI nerKeMil) i DFSP
(BunmHaloyux gepmartodidOpocapkom). IMaTHHIO MpUTHIYY€E CUTHAI OO0 IpoJideparii KITiTuH,
II0 CYIIPOBOMXKYIOTh Ie3aKTUBOBaHUM TPOMOOIIMTOPHUY (PAaKTOP POCTY Ta AisinbHICTL Ber-Abl
TUPO3UHKIHA3U.

EdekTuBHICTH NiKapchkoro 3acoby IMaTiHi6-BicTa 6a3yeThcsl Ha 3BUYaMHUX reMaTOJIOTiYHUX Ta
IIUTOTEeHETUYHUX IaHUX PiBHS BiATIOBifi Ha JTiKyBaHHS Ta TPHUBAJIOCTi XKUTTS 0€3 MPOrpecyBaHHS
xBopoOu npu XMJI, Ha 3BMYallHUX reMaTOJIOTIUHUX Ta HIUTOTeHeTUYHUX NaHUX PiBHSA BigNOBiAi Ipu
Ph I'J1JI, MDS/MPD (MienopgucnnacTUYHUX/MieTOnpoIidhepaTUBHUX 3aXBOPIOBAHHX) Ta Ha
06’ekTuBHUX Bigmosigsx mpu 'ICT ta DFSP (HeonepabenbHiil BUNTMPa0Yii
nepmartodibpocapkoMi, (dermatofibrosarcoma protuberans)).

dapmakoKiHemuxka.

His imaTuniOy Oyna BUBYEHa IIPU BBEJEHHI B miama30Hi 703 Bix 25 mo 1000 mr.
dapMakoKiHeTHYHi Mpodisi y mna3Mi KpoBi aHasidyBanu B 1 fieHb, a TakoXK Ha 7 abo 28
IeHb, Koy Oy10 JOCATHYTO PiBHOBaXKHi KOHIIEHTpallil y Ia3Mi KpoBi.

BcmoxkmyeaHHA

Cepennst abconmoTHa 0i0IOCTYNHICTh iMaTuHIGY CTaHOBUTH 98 %. Cepen nali€eHTiB
cmocTepiranach BupaxeHa BapiaOenbHicTh piBHg AUC iMmaTtuniby y mia3Mi KpoBi micis



IIepOopasbHOTO IPUXOMY JTiKapCchKoTo 3aco0y IMaTiHi0O-BicTa. AKIo mikapchkuil 3acib
IpUUMaly pa3oM i3 1Kelo 3 BUCOKMM BMIiCTOM KUPY, PiBeHb BCMOKTYBaHHS iMaTUHIOY
MiHiMaJIbHO 3MeHIIyBaBcs (3MeHIIeHHS Ha 11 % C,,, Ta momoBXeHH4 t,,, Ha 1,5 rogunn) i3
He3HayHUM 3MeHIIeHHAM AUC (7,4 %) nOopiBHSHO 3i CTaHOM IIpU IIpuiioMi HaTile. Brius
paHillle mepeHeCceHoro Xipyprivdoro BTpy4YaHHs Ha IUIYHKOBO-KUIIIKOBOMY TPaKTi Ha
BCMOKTYBAHHS JTiKapChKOT0 3ac00y He BUBYAJIH.

max

Po3nodin

3a maHUMU in vitro, Ipu KIiHIYHO 3HAYYLIUX KOHLIEHTPAlifaX iMaTuHiOy 10ro 3B’93yBaHHA 3
Oinkamu I1a3Mu KPoBi CTaHOBUTD 95 % (TO7I0OBHUM YMHOM 3 abOyMiHOM i KMCIUM anbda-
TTiKOIIPOTEeINoM, He3HAYHOIO Mipoi0 3 JIIOIPOTEIHOM).

Memab6oaism

OCHOBHUM LIMPKYTI0I0YUM MeTabomiToM y moguHu € N-IeMeTrIboBaHa MMoXigHa IilnepasuHy,
110 IEMOHCTPYE in Vitro MOTYXKHICTh, 6JIU3bKY 0 MOTYKHOCTi TI0YATKOBOL PEUOBUHU.
[Tna3moBa AUC gnst boro MeTabomiTy cTaHOBUTH Tibku 16 % AUC mmns imaTHHIOY.
3B’s13yBaHHA 3 OinKaMu M1a3Mu KpoBi N-IleMeTU/Ib0BaHOT0 MeTabo0IIiTy € OIU3BKUM 10
3B’I3yBaHHS I10YaTKOBOI CIONMyKHU. IMaTrHI0 Ta N-geMeTuIb0BaHUN MeTabOoJIiT pa3oM
CKJIafaloTh IPHOIU3HO 65 % nupKymo4dol pagioaKTUBHOCTI (AUC (04 r0n))-

PeInTy 1UPKYyII0I0490i PafioaKTUBHOCTI YTBOPIOIOTh YMCENIbHI APYTOPSAIHI MeTabOoJiTH.
Pe3ynbTat in vitro noka3samny, mo CYP3A4 € OCHOBHUM JIIOACHKUM (epMEHTOM Py, KNI
KaTanidye 6ioTpanchopmarniio iMmaTuHiOy. Ha maHeni mOTeHIiHO B3a€MOIIIOYNX TIKapChKUX
3aco06iB (aeTaMmiHOGbEH, allMKIIOBIP, aJIOMyPUHOII, aMbOTEPUIINH, ITUTapabiH, EpUTPOMIIINH,
({ITyKOHA30J1, TiHPOKCHCEeUYOBrHA, HOP(PIIOKCALIMH, IIeHINIiH V) M0Ka3aHo, 1110 TiTbK1
eputpominuH (IC,, 50 mkmonb) Ta dhiaykoHazon (IC;, 118 MKMOIB) ranbMyl0Th MeTa00Ti3M
iMmaTuniOy, 110 MOXKe MaTH KIiHiYHe 3HaYeHHS.

IIoBemeHo, 1110 in vitro iMaTuHIO € KOHKYPEHTHUM iHTi0iTOPOM MapKepHUX CyOCTpaTiB s
CYP2C9, CYP2D6 ta CYP3A4/5. 3HaueHHs K, Ha JTIOICHKUX [I€UiHKOBUX MiKpOCOMax
ctaHoBuio 27, 7,5 Ta 7,9 MKMOIB/T BignoBigHO. MakcuMasbHa IIJla3MOBa KOHIIEHTpallis
iMaTuHiOY y HallieHTiB CTAHOBUTH 2-4 MKMOJIb/JI, TOMy MOXKJIMBE TaJlbMyBaHHS MeTab0/i3My
OTHOYACHO BBeJIeHUX JlikapchKux 3aco0biB, 110 MeTaboi3yioThcs 3 yuacTtio CYP2D6 Ta/abo
CYP3A4/5. Jlikapcekuit 3aci6 IMaTuHiO-BicTa He mepemkonxkae 6ioTpaHcdopmariii 5-
dbTopypatuny, ane iHridye Mmetabo1i3aM makiaiTakceny B pe3yNbTaTi KOHKYPEHTHOTO
ranbMmyBaHHSA CYP2CS8 (K, = 34,7 mkMomb). Take 3Ha4eHHS K, € 3HaYHO BUIUM, HiXK
OuiKyBaHa I1JlTa3MOBa KOHIIEHTpalligd iMaTHHIOY y MallieHTiB, TOMY HEMa€ ITiACTaB 04YiKyBaTH
B3a€EMOIil TPY OJHOYACHOMY BBeHEHHi 5-hTopypaluiny abo makiiTakceny 3 iMaTUHIOOM.

BusedenHs

ITicna mepopasbHOro 3aCTOCYBaHHS MiueHOTo pafioakKTUBHUM izoTornoM “C iMaTuHiOy
npu6au3H0 81 % m03u BUBOOUTHCS MPOTIATOM 7 MHIB 3 KanmoM (68 % mo3u) Ta ceuero (13 %
no3u). Y He3MiHeHOMY BUTJISAI BUBOAUTHLCS NMpubau3Ho 25 % mo3u (20 % 3 kamom Ta 5 % i3
ceueto). Pemita nikapchKoro 3aco0y BUBOMUTHCS Y BUTTISIAI METabGOITIB.

ITnasmosa (papmakokiHemuka



[Ticnst mepopaabHOTO BBEIEHHS 30POBUM IOGPOBOJILIISIM TIePiof HamiBBUBE#EeHHS (t,),)

CTaHOBUB NMpuUOIKM3HO 18 rofuH, 10 CBiqYUTh Ha KOPUCTD IPUMOMY JTiIKapChKOT0 3aCc0o0y omuH
pa3 Ha moby. 3pocTaHHs cepeguboro 3HaueHHss AUC mpu 306inbIneHHi 403y Majo JMiHIHHAY i
MO30IIPOIOPILiiHUH XapakKTep Y Aiama3oHi Big 25 Mr go 1000 mMr iMmaTuniOy micns npuiiomy
BHYTpIIHLO. 3MiH y KiHeTHLi iMaTUHIOy IiC/Is IOBTOPHOTO BBEJIEHHS He CIIOCTEePiranocs, a
Hakomu4deHHs 6yno y 1,5-2,5 pa3a OibluM y CTaHi piBHOBAru mpu BBe[eHHI TIKapChKOTO 3aco0y
OJIMH pa3 Ha [o0y.

dapmMakokiHemuka y nauieHmie 3i W/ayHK0B0-KUWKOBUMU CMPOMAAbHUMU NyXjAuHaMmu Y TIAIiEHTIB
3i IJTYHKOBO-KUIIKOBUMHU CTPOMAJIbHUMU ITyXJIUHAMHU eKCIo3uilis 6yna y 1,5 pa3a BHIIOIO,
HiXK y XxBopux Ha XMJI mipu 3acTocyBaHHi Ti€i k camoi go3u (400 Mr Ha mo0y). Ha mimcTasi
IIOIIePEeIHBOT0 aHali3y (hapMaKOKIHETUKY O MAaIli€HTIiB 3i MITyHKOBO-KUAIIIKOBUMH
CTPOMAaIbHUMU IyXIUMHAMU OYJI0 BCTAHOBJIEHO TPU 3MiHHUX (anbOyMiH, TEHKOLUUTH Ta
6inipy6iH), 1110 MaJId CTaTUCTUYHO 3HAUYLINY B3a€EMO3B 130K 3 (hapMaKOKiHETUKOIO
iMmaTuniOy. 3HUXKEHHS PiBHA anbOyMiHy IPHU3BOAUIIO N0 3MeHIIeHHS KiipeHcy (CL/f), a
TaKOXK [0 Oi/IbIII BUCOKOTO PiBHS JIEMKOLUTIB, 1110, 3i CBOT0 00Ky, IPHU3BEJIO 10 3MEHIIIEHHS
CL/f. OgHax 11i MOKa3HUKY He € MOCTAaTHbhO 3HAUYII, 11100 KOPUTYBATH [O3U. Y IIi€i KaTeropil
IaIli€HTiB HAgBHICTh MeTACTa3iB y MeYiHI[i TOTEHIIMHO MOXKe MPU3BECTHU A0 MEYiHKOBO1
HEeJIOCTATHOCTI i 3HUKEeHHT MeTaboI1i3My.

dapmakokiHemuka 8 0cob.ausux 2pynax nauieHmia

Pe3ynbTaTl MOMyAAIiHHOTO (hapMaKOKIiHETUUHOTO aHaMi3y JaHUX IOA0 MallieHTiB i3 XMJI
TTOKa3a/lIu He3HAYHUY BIIJIUB BiKy Ha 00’eM poamnopiny (36inbureHHs Ha 12 % y mallieHTiB
BiKOM > 65 poKiB). LIs1 3MiHa He BBaXKa€ThCS KITIHIYHO 3HAUYIOI0. Byo Bii3HA4Y€HO BIIUB
MacH Tilla Ha BeIMYUHY KIipeHCy iMaTuHIOy: HallpuKiaf, y MalliedTa 3 Maco Tina 50 Kr
CepefHil KIipeHC 3a MigpaXyHKaMy CTaHOBUTUME 8,5 JI/TOf, TOfI K IJid MallieHTa 3 Macol0
tina 100 xr Kmiperc nigBumuThesa 0o 11,8 n/roa. Lli 3MiHM He € [OCTAaTHBOIO HiACTaBOK I
KOpPEKIIil o3y, 1110 6a3yeThCs Ha Maci Tina maiienta. PapMakoKiHETHKA iMaTUHIOY He
3aJIeKUTh TAaKO2XK BNl CTATI.

®apmakoKiHemuka y dimet

4K i y mopocnux maiji€HTiB, iMaTUHIO y [iTEX MIBUAKO BCMOKTYETHCS IIiCIII IPUAOMY
BHYTPIMHBO y mocuimxkenHsx I ta II ¢asu. 3actocyBanHs miTaM 260 mr/m° Ha mo6y i 340
Mr/M’ Ha o0y Mae Take X KIiHiuHe 3Ha4eHHs, 9K 1o3u 400 Mr i 600 Mr /1 OPOCIHX
nauienTis. [Topisusaus AUC,,,, Ha 8-i i 1-i meHb 3acTocyBaHHs 340 Mr/M’ Ha 00y BUSBUIIO
KyMyJsnio B 1,7 pa3a miciis MOBTOPHOTO 3aCTOCYBaHHSA.

Ha ocHOBi y3aranbHeHOTo (papMaKOKiHETUYHOTO aHaIi3y MOMyJISIlii giTel i3 reMaToNoTiYHUMHU
posnamamu (XMJI, Ph I'J1JT a6o iHmi remMaTosoriuni po3nany, sKi aikyBanucs iMmatTuniOoM) 6yIio
BCTAHOBIIEHO, IO KIipeHC iMaTuHIOy mimBuIyeThCs 3i 30inbIIeHHSAM IO MoBepxHi Tina. ITicns
KOPUTYBaHHS BILIUBY IIOLII ITIOBEPXHI Tina iHII GakKTOpH, Taki K BiK, Maca Tina, iHIeKC MacH Tifna,
He MaIOTh KJTiHiYHO BaXKJIMBOTO BIIJIUBY Ha €KCIIO3UIlil0 iMaTuHiOy. AHai3 migTBepAKYE, 10
eKCII03UIlisl iMaTUHIOY y miTei, aKi mpuiimanu go3y 260 Mr/M° OMH pa3 Ha no0y (0e3 mepeBUIIeHHS
mo3u 400 Mr opuH pa3 Ha fo0y) a6o 340 mMr/M’ (6e3 nepesuIeHHs fo3u 600 MI ofguH pa3 Ha §ooy),
Oyna momiOHa OO TaKOl Y JOPOCIHX MAalieHTiB, SKi mpuiiManu iMmaTuHi0 y go3i 400 mr a6o 600 Mr oguH
pas Ha mo0y.



ITopyweHHsA pyHKUiII opeaHis

ImaTuHi0 Ta ¥OT0 MeTa0OIIiTH HE3HAYHOI0 MipOI0 BUBOASITLCS HUPKAMU. [1allieHTH 3 NTeTKUMU
Ta IOMiIPHUMU NOPYIIEeHHIMHY (PYHKIIil HUPOK MalOTh BUIIY IJIa3MOBY €KCIIO3HUIIIi0, HiX
TallieHTH 3 HOPMAJIbHOIO GQYHKIIEI0 HUPOK. 3POCTaHHS CTAHOBUTD MpuOnMu3Ho 1,5-2 pa3y, 110
BigmoBimae mipBuilieHH0 y 1,5 pa3a piBHA anbda-rIiKompoTeiny mi1a3Mu, 3 SKUM 3HaYHOIO
Mipolo 3B’93yeThCs iMaTuHIO. KiipeHc iMaTHHIOY €, UMOBIpHO, ONTM3bKKMM 3a 3HAUYEHHSAM Y
TIaIli€HTIB i3 HUPKOBOIO HEOCTATHICTIO Ta HOPMaIbHOIO (YHKITI€EI0 HUPOK, OCKiJIbKA HUPKOBa
eKCKpellisl € IPYTOpsIOHUM IIJITXOM BUBEOEHHS iMaTUHIOY.

Xoua pe3ynbTaTé (papMaKOKiHETUYHUX aHasli3iB MOKa3aJjy, 110 iCHYI0Th 3HAYHi Bapiallil
BIIJIMBY, CEpPEeNHil BIIUB iMaTHHIOY He 30ilbIyBaBCs y MAIliEHTIB 3 Pi3HUM CTyIIeHEM
IIeYiHKOBOl AUC(YHKIIil TOPIBHAHO 3 MAlliEHTaMU 3 HOPMa/IbHOI (DYHKIIEI0 IEeYiHKH.

Kniniuni xapaKTepuCTHKH.
Iloka3aHnHs.
JIiKyBaHHS:

- OOPOCTIUX Ta HiTel 3 yIeplle OiarHOCTOBaHOIO MO3UTUBHOIO (Ph) (3 HAsIBHICTIO B IEMKOIIUTAX
dinapensdiiickkoi xpomocomu (ber-abl)) xporiuHoI0 MiemoigHoW neikeMieio (XMIJI), ons Kux
TPaHCIIaHTalis KiCTKOBOTO MO3KY He PO3TJIIAa€EThCS AK Iepllia JIiHiA Teparil;

- mopocnux Ta gite 3 Ph-XMJI y xpoHiuHi# (a3si nmicnsa HeBgamoi Teparii iHTeppepoHoM anbda
abo y ¢a3si akcenepatiii, abo y ¢asi 671acTHOI KpU3u 3aXBOPIOBAHHS;

- y CK/afi XiMioTeparil JOPOCIMX Ta AiTel 3 yIepille AiarHOCTOBaHOI IMO3UTUBHOIO TOCTPOIO
nimdobnacTHoIO netikemiero (Ph I'JIJI) 3 HasgBHICTIO B NeiikouuTax Qinamenbdhificbkol XxpoMOCOMY;

- K MOHOTEpaIlisl JOPOCIHNX NallieHTiB 3 TocTpoio NiMpobiacTHOO netikeMieio (Ph I'JIIT) y
crafii peuuguBy abo sgKa BaXKKO ITiANA€ETHCS JTiKyBaHHIO;

- DOPOCNIUX MALI€HTIB i3 Mi€IONUCIIaCTUYHUMU/MieTONPOIihepaTUBHUMU 3aXBOPIOBAHHIMU
(MDS/MPD), noB’si3anuMu 3 epebynoBoIo TeHa perenTopa TpoMbouuTapHoro dakropa pocty (TOP);

- mopociux i3 rinepeo3unodinbauM curgpomoM (I'EC) Ta/abo XpoHiYHOI0 €03UHOMINTBHOO
neiikemieio (XEJI) 3 mepebynosoio rexis FIP1L1-PDGFRa.

EdekT Bifm 3acToCyBaHHS iMaTUHIOY IIPU TpaHCIIJIaHTAIlil KiCTKOBOT'O MO3KY HEIOCTAaTHbLO
BUBYEHUHU.

[Toka3aHuM TaKOXK IJIS:

- niKyBaHHS mopociux nairienTiB 3 Kit (CD117)-nmo3utuBHUME HeonepabenbHUME Ta/abo
MeTaCTaTUYHUMHU 37I05IKiICHUMH raCTPOiHTeCTHHAIbHUMU cTpoManbHUMU nyxnuHamu (IICT);

- afi'T0BAaHTHOI Tepallil JOPOC/INX Nalli€HTiB, y IKUX iCHy€e BUCOKUYU pU3UK peruausy Kit
(CD117)-m03UTUBHUX 3NI0SKICHUX raCTPOiHTECTHHANIBHUX cTpoManbHuX nyxiauH (I'ICT) nicns



pe3ekiril. [1amienTy, y SIKUX iCHye HU3bKKM a00 MiHiMallbHUYN PU3UK, MOXKYTh HE OTPUMYyBaTH
af’'t0BaHTHY Tepalliio;

- JIiKyBaHHS JOPOCTIUX TallieHTiB 3 HeonepabelbHOIO BUMTMHAIOYO0I0 flepMaTo(pibpocapKoMoio
(dermatofibrosarcoma protuberans (DFSP)) Ta mopocnux malfieHTiB i3 peluauBy040i0 Ta/abo
MeTacTaTH4YHO gepMaTodibpocapkomoio (DFSP), siki He MoXKyTb OyTH BHOaJIeHi XipyprivHuM
IIJISTXOM.

IIpomunoka3aHHA.

linep4yyTnuBiCTh [0 Aif040i pedyoBUHU ab0 [0 Oyab-IKOT0 iHIIOT0 KOMIIOHEHTA JIiKapChKOTro 3aco0y.

B3aemodisn 3 inwumu nikapcoKumu 3acobamu ma iHwi eudu e3aemoditi.

JlikapchKi 3ac00H, I110 MOXKYTh MiIBUIYBAaTH KOHIIEHTPAli0 iMaTuHIOy y na3Mi KpoBi
Hitoui peyoBuHwY, 110 iHTiOYI0OTH aKTUBHICTD i30hepmenTiB CYP3A4 cuctemu uutoxpomy Py,

(HampuKIa[ iHOWHABIP, NOMiHABip/PUTOHABIP, CaKBiHaBip, Tenanpesip, HendiHaBip, Oouempesip;
IPOTUTPHUOKOBI ITpermapaTy, BKI0Yal0Yd KeTOKOHA30J1, iTpaKOHA30J1, T03aK0HAa30J1, BOPHKOHA30JT;
MakKpOJIigy, TaKi IK epUTPOMILIMH, KJTAaPUTPOMIINH, TEJIITPOMILIMH), MOXKYTh 3HUKYBaTHA MeTa00Ii3M i
IiABHUINYBATH KOHIIEHTpPAIIi0 iMaTUHIOY y mma3mi KpoBi. CiocTepiranocs 3HayHe MigBUIIEHHS
noka3HukKiB (cepenHe C,., i AUC imaTuHiOy - Ha 26 % i 40 % BigmoBimHO) y 3MOPOBUX H0OPOBOIIBIIIB
Ipu Ipu3HadeHHi iMaTHHIOy 0gHOYACHO 3 Pa30BOI0 103010 KeToKoHa3o01y (iHribitop CYP3A4). Crnix 3
o0epexHiCTIO MpU3HavyaT IMaTiHiO-BicTa ogHOYacHO 3 iHri6iTopamu CYP3A4.

JIikapchKi 3ac00M, 1110 MOXKYTh 3HMKYBATU KOHIIEHTPAIlil0 iMaTUHIOY YV ma3Mi KpoBi [1iroui peduoBUHY,
o € iHgykTopamu akTuBHOCTI CYP3A4 (Hampukian qekcameTasoH, GeHiToiH, KapOaMa3eriH,

pudamminuy, penobapbitan, hocdenitoin, mpumigon abo Hypericum perforatum, BifoMui TakoX sIK
cycino Cs. [I:kKOHa), MOXKYTh 3HAaYHO 3HUKYBATH KOHIIEHTPAIlil0 iMaTHHIOY Yy m1a3Mi KpoBi,
MIOTEHIINHO IiABUIIYIOUYHN PU3KUK HeePeKTUBHOCTI JIiKyBaHHS. [Ipu nonepenHbOMY NIpU3HAaYeHHI
OaraTopa30Bux f03 pudamminuHy (o 600 Mr) 3 mofanbIIEM Pa30BUM NIPU3HAYEHHSM JIIKAPCHKOTO
3aco0y ImaTiHi0-BicTa y mo3i 400 Mr criocTepiranocst 3HUKEHHSI MaKCUMallbHOl KoHIleHTpanii (C,,,) i
TIJIOIII ITiJT KPUBOIO «KOHIleHTpallisg-4ac» Big 0 mo « (AUC,..) Ha 54 % i 74 % BigmoBigHO IOPiBHSHO 3
BiIMOBiIHYMY ITOKa3HUKAMHU NTpU PekuMi 6e3 npusHaueHHs pudammiuuny. [TonibHi pe3ynbratu
CIIOCTEPIranuch y MaIli€HTiB 3i 37T0SIKICHOIO MMYXJIMHOIO - TJIiIOMOI0, SKi mpuiimManu ImaTtini6-BicTa mig
Yyac 3aCTOCYBaHHS €H3WMIHIYKYIOUUX IPOTUEMiNeNTUYHUX IIperapariB, TakKux K KapOaMa3elliH,
okckabasenin Ta peniToin. [Tokazuuk AUC iMaTuHiOy y mma3mi KpoBi 3HMKYyBaBcs Ha 73 %
IIOPiBHSIHO 3 TAKKM Y TIAI[iEHTIB, [0 He IPUMMali eH3UMIHAYKYIOUUX IPOTUEMIIENTUYHUX
npemnapartis. CJIif yHUKAaTU OGHOYACHOTO 3aCTOCYBaHHS puaMIinuHy abo iHIIUX MOTYXKHUX
inpyktopis CYP3A4 Ta imaTuHiOy.

Jlikapcoki 3acobu, KOHUEHMpAauis AKUX y naa3mi Kposi Modce 3MiHH8amMucs npu 3aCmMocyB8aHHi
AiKapcbko2o 3acoby ImamiHiby-Bicma

ImaTuHi6 migBuIlye cepente 3HaueHHs C,,.i AUC cumBactatuny (cyoctpat CYP3A4) y 2 i

3,5 pa3sa BifinmoBigHO, 110 BKa3ye Ha iuribimito CYP3A4 imatuni6oM. ToMy ciif 3 00epekHiCTIO
IIpHU3HavaTH Jikapchkui 3aci6 ImaTini6-BicTa i cyoctpatu CYP3A4 3 By3pKUM
TepaleBTUYHUM BiKHOM (HaIpPHUKIIaL, IMKIOCIOPUH ab0 miMOo3u, TaKPOJIiMyC, CHPOJIiMYC,
eproTaMis, mieproraMiH, ¢beHTaHin, andeHTaHiNn, TeppeHamuH, 60pTe30Mibd, JoIeTaKCe,



XiHiTHH).

Jlikapcekuii 3aci6 ImaTiHi6-BicTa Moxke mifgBuUIlyBaTH KOHIIEHTPALIi0 y MJIa3Mi KpOBi iHIIKX
JiKapChKUX 3aco0iB, mo MeTabonizyoTrhcss CYP3A4 (Takux 9K Tprua3oio0eH30Mia3eminy,
OUTifpOmipuaMHOBI 0710KaTOPU KaJbIlieBUX KaHaiB, meBHi iHriditopu HMG-CoA-penykTasy,
30KpeMa CTaTHHHU).

Yepes BimoMuil MiBUINEHN PU3UK KPOBOTEY ¥ 3B’SI3KY i3 3aCTOCYBaHHSAM iMaTHHIOY
(reMoparis) maifieHTH, siKi MOTPeOyIOTh 3aCTOCYBaHHS aHTUKOATYJISIHTIB, TOBUHHI
OTPUMYBATH HU3bKOMOJIEKYIIPHUY a00 CTaHOapTHUY rellapyH, a He IOXiAHI KyMapuHy, Taki
sk BapdapuH. In vitro Imatini6-BicTa iHridye aktuBHicTb i3oeH3umy CYP2D6 mutoxpomy P,
IIPY KOHIIEHTPAIlisgX, MOgiOHMX OO0 THX, 110 BIJIMBAIOTh HA aKTuBHiCTE CYP3A4. ImaTuHi0 y
no3i 400 Mr 2 pa3u Ha go0y BugBise iHrioywouni BrnuB Ha CYP2D6-omocepenkKoBaHUM
MeTabo1i3M MeTomnposony 3 migsuiieHHsaM C,,.i AUC meTonposnony npubau3Ho Ha 23 %

(90 % OI[1,16-1,30]). Kopekiist §o3u, O4eBHUIHO, He MOTPiOHA IPU OJHOYACHOMY BBEJIeHHi
imaTuniOy Ta cyoctpariB CYP2D6, mpoTe peKOMeHOYeThCsT 00epPekRHICTh 11010 CyOCTPaTiB
CYP2D6 3 By3pKUM TepaleBTUYHUM BIKHOM, TAaKUX SIK METOIIPOJIOJ. [Jis maljieHTiB, AKi
3aCTOCOBYIOTH METOIIPOJIOJ, CJIiJ PO3TJISHYTU NUTAHHS 1040 K/IIHIYHOTO MOHITOPUHTY.

In vitro nmikapcekuit 3aci6 ImaTini6-BicTa inridye O-rmtokypoHifariito naparetramony (K; 58,5
MKMOJIb/11). Take rarbMyBaHHS He CIIOCTEPIrajoch in vivo micns BBegeHHA 400 Mr mpemapaTy
ImaTini6-Bicta Ta 1000 Mr mapatieTamosny. 3aCTOCyBaHHS BUCOKUX 103 IMaTiHiOy-BicTa Ta
IapaneTaMojly He BUBYaIM. TaKuM YMHOM, IPX OAHOYACHOMY 3aCTOCYBaHHI BUCOKHUX 103
nmikapchKoro 3acoby Imartiniby-Bicta Ta mapaneramoiny HeoOxigHa 00epeXkHiCTb.

Y mairieHTiB micis TUPeOoifeKToMil, SIKi MpHUUMalOTh JIEBOTUPOKCHH, IIJITa3MOBa €KCITO3UITis
JIEBOTUPOKCUHY MOXKe 3HUXKYBATHUCS IIPU OIHOYACHOMY BBEI€HHI JTiKapChKOT'0 3aC00y
ImMaTini6-BicTa. Y Takux BUIagKax peKOMeHAYETHCS 00epexHicTh. OfHAK MexaHi3M
BHUSIBJICHOI B3a€EMOZil Ha MaHUM YaC HEeBITOMMUH.

[cHy€ KTiHIYHUE JOCBiA OGHOYACHOTO 3aCTOCYBaHHA JIiIKapCchKoro 3aco0y ImatiHi0-BicTa 3
ximioTeparmielo mariertam 3 Ph I'J1J1, ane XxapakKTepUCTUKYU B3a€MOIil MiXK JTiKapChKUMU
3acobamu mis iMaTuHIOy Ta XiMioTepamneBTUYHUX PeXKUMiB HEIOCTaTHLO BU3HAYEHI.
MoxyTb mocunoBaTucs Mo0iYHi siBUIa iMaTHHIOY, a caMe remaTOTOKCUYHICTE,
Mienocympecist abo iHImi; TOBiMOMIISINIA TaKOXK, III0 OMHOYACHUM IpuiioM L-acraparina3u
MOXKe IIOCUII0BATU TOKCUYHUY BIJIUB Ha IIe4iHKYy. TaKUM YMHOM, 3aCTOCYBaHHS JIIKapCHKOT 0
3aco0y ImaTiHi0-BicTta y cknami KombiHallil BUMarae 3amno0iKHUX 3aX0fIiB.

Oco06.1ueocmi 3acmocyeaHHsi.

[Ipu mpr3HavYeHHi JTiKapchbKoro 3acoby Imartini6-BicTa omHOYaCHO 3 iHIMUMU JTiKapChbKUMHU
3aco0aMu iCHY€E MOTEHIIMHUY pu3uK B3aemofii. Crig 6yTu 06epexXHUMY IIPU 3aCTOCYBaHHi
nikapcekoro 3aco0y Imatini6-BicTa 3 inribiTopamMu npoTeasu, a30IbHUMU ITPOTUTPUOKOBUMU
3acobaMu, mesKHMHU MaKposimaMu (IuB. po3min «B3aeMopmis 3 iHIIMME JTiKapChbKUMU
3acobaMu Ta iHIIi BUAM B3aeMOfii»), cyoctpatamu CYP3A4 3 By3bKUM TepaneBTUYHUM
BIKHOM (TaKHUMHU SIK IIUKIIOCIIOPKH, ITiMO3HU[, TAKPOIIMyC, CUPOIIIMYC, eproTaMiH,
mieprotaMiH, dbeHTaHin, andeHTaHin, TeppeHaguH, 6opTe3oMid, goreTakces, XiHinuH) abo



BaphapHUHOM Ta iHIIUMU TOXiTHUMH KyMapHHY.

[Ipu ogHOYacHOMY BBefleHHi iMaTuHIOY 3 JikapchKuMU 3acobaMu, 110 iHayKyioTh CYP3A4
(Hampukiaf, 3 feKcaMeTa3oHoM, (PpeHiToIHOM, KapbaMa3emiHoM, pudaMIiluHOM,
dhenobapbiTanom abo 3Bipo0OEM 3BUUANHUM), €KCIIO3UIlisg TiKapchKoro 3acoby ImaTiHib-
BicTa Moxe 3HAYHO 3MEHIITyBaTUCS, IOTEHITINHO MiBUINYI0OYN PU3UK HeePEeKTUBHOCTI
Teparii. TakuM YWHOM, ODHOYACHOTO 3aCTOCYBaHHS CUJIbHUX iHOYKTOPiB CYP3A4 Ta
iMmaTuHiOy crig yHUKATHU.

I'inomupeos

KniniyHi BUnagku rimotupeo3y Oyau 3apeecTpoBaHi y MallieHTiB IMic/Is TUPEOileKToMil, sKi
OTPUMYIOThH 3aMiCHY Teparlilo 1eBOTUPOKCUHOM, ITiJl YaC 3aCTOCYBaHHS JIIKapChKOTO 3aCo0y
ImaTini0-BicTa. Y Takux maii€HTiB CJIif peTelbHO KOHTPOJIIOBATH PiBEHb TUPEOTPOIIHOTO
ropmomny (TTT).

I'enamomokcuy4Hicmb

Metabomni3M nmikapchkoro 3acoby Imartini6-BicTa 3OiliCHIOETBCS B OCHOBHOMY Y TTEYiHIIi i
nute 13 % MeTaboimi3yeThCcsi HUPKaMu. Y TMallieHTiB i3 me4iHKOBOO OUCPYHKIIIEO (JIETKOTO,
TTOMIpPHOTO ab0 TSIKKOT0 CTYIIEHS) CJIi[l peTeJIbHO MepeBipsATH IOKa3HUKY nepudepuyHoi
KPOBI Ta Ie4yiHKOBUX (pepMeHTiB. Crig MaTu Ha yBa3i, mwo namiednTy 3 I'ICT MOXyTh MaTH
MeTacTa3’ y MediHKY, 10 MOXKe IPU3BECTH A0 NMEeYiHKOBOl HeJOoCTaTHOCTI. CriocTepiranocs
VIIKOIOXKEHHS [MeYiHKHY, BKIII0UalUM [IeYiHKOBY HEOCTAaTHICTh Ta HEKPO3 MeyviHku. [Ipu
KoMOiHOBaHil Teparii mikapcbkuM 3acoboM IMaTiHiO-BicTa 3 BUCOKMMM I03aMU
XiMioTepalleBTUYHUX IIPelapaTiB CIOCTepPIiraaucs Cepro3Hi NOPyLUIeHHS PYHKIII1 IeYiHKH.
Cnig peTenbHO KOHTPOTIOBATH (DYHKITiI0 MTEYiHKY y 3B’I3KYy 3 THM, 1110 iMaTHHI0 pa3om 3
XiMioTeparieio MoXke CIPUYUHUTH 1i UCPYHKIIIIO.

3ampumka piduHu

[Tpo BUMAgKK BUPaXKEHOl 3aTPUMKU PiguHY (IIJIeBpabHUM BUIIIT, HAOPSK, HAOPSK JIETeHiB,
aCLIUT, TOBEPXHEBi HAOPSAKM) MOBIIOMIIANY NPUOIU3HO y 2,5 % MallieHTiB 3 ynepiie
BusBIeHO010 XMJI, gKi 3acTocyBanu iMmaTuHi0. TOMy peKOMEHYETLCS PETYIIIPHO MePEBIPATH
Macy Tijla IaIi€HTiB. Y pas3i panToBOTo MIBUOKOTO 30i/IbIlIeHHS MacH Tijla CIIifl IPOBECTH
peTenbHe 00CTeXEeHHS TMallieHTa i MpKu HeoOXiMHOCTI MPU3HAYUTH BiIIOBiOHI MigTPUMYI0Ui Ta
TepalneBTUYHI 3aX00u. Y Ipoleci KIiHIYHUX OOCIIIXKEeHb CIIOCTepiragacs MigBUllleHa 4acToTa
TaKMUX BUIAAKIB ¥ MAIliEHTIB TITHLOTO BiKy Ta MAIiEHTIB i3 CeplLeBO-CyIMHHUMU XBOpPOOaMu B
aHaMHe3i. ToMy peKoMeHIyeThCS 00epPeKHICTh 1010 MAIliEHTIB i3 MUCOYHKIIIE CepIs.

ITauienmu 3 x8opobamu cepuys

Crnip peTenbHO CIIOCTEPIraTH 3a MallieHTaM# 3 XBopoOaMu cepiisi, pakTopaMu PU3UKY
CepIeBol HeIOCTAaTHOCTI a0 HUPKOBOI HENOCTATHICTIO B aHaMHe3i. I1alieHTiB 3 OyOb-IKUMU
O03HaKaMU Ta CHMIITOMaMH, I1I0 CBig4YaTh IIPO ceplieBy ab0 HUPKOBY HEJOCTATHICTD, CIIif
peTenbHO 00CTEXKUTHU Ta IPU3HAYUTH BiTIOBIIHY TepaIlito.

Y marrieHTiB i3 rinepeo3unodinsauM curapomoM (I'EC) 3 mpuxoBaHoio iHdinsTpairieto I'EC-
KJIITUH Y MiOKap{i CIIoCcTepiraauncs IOOAUHOKI BUMIaJKU KapAioreHHOr 0



IIOKY/TiBOLIIYHOYKOBOI AUCPYHKIII, gKi Oynu noB’g3aHi 3 [EC-merpanynaii€o KIiTul 10
oYaTKy Teparii imaTuHiOoM. Li sBuIa 0ynu 000pOTHUMU IIPU 3aCTOCYBaHHI CUCTEMHUX
CTEepOifiB, 3aX0/iB AJIS MiTPUMKH KPOBOOOIry Ta TMM4YacoBoil BinMinu iMmaTuHiOy. [To6GiuHi
peaxiril 3 60Ky ceplld IpK 3aCTOCYBaHHI iMaTuHiOy criocTepiranucs HedacTo. [0 mo4aTKy
Tepallii CJTig peTeIbHO OLIHUTU KOPUCTL/PU3UK Teparil iMaTuriOom y monynsuii TEC/XEJL.
MienogucnnacTuyHi/MienonpoigepaTUBHI 3aXBOPIOBaHHS 3 TeHHUM pPeapaHXKyBaHHSIM
PT®P, moxnuBo, Oynu 1MOB’si3aHi 3 BUCOKUM piBHeM e03uHOOiniB. [Tamientam i3 'EC/XEJI Ta
narfienTam i3 MDS/MPD, 1m0 1moB’si3aHi 3 BUCOKMM piBHEM €03WHOQIIIB, [0 T0YAaTKy Teparril
iMmaTuHiIOOM HeoOximHa KOHCYJbTAallis Kapaionora, MPoBedeHHsT eXOKapaiorpaMu Ta
BU3HAUYEHHS PIBHA TPOIIOHIHY CUPOBATKU KPOBI. fAKIIO CIIOCTEPIral0THCA aTOJIOTIYH]
peakiiil, peKOMeHOY€EThCS CIIOCTEPeKEeHHS Kapaionora Ta MpodiTlaKTuYHe 3aCTOCyBaHHS
CUCTEeMHUX CTepoifiB (1-2 Mr/kr) mpoTsaroMm 1-2 THXKHIB SIK CyNyTHS 3 iMaTuHIOOM Teparis Ha
eTalli MoYaTKOBOI (pa3u JIiKyBaHHS.

Il 1yHKOBO-KUWKOBI Kpogomeui

Y npoteci gocnifxKeHb y MallieHTiB 3 HeonmepabenbHUMU Ta/ab0 MeTacTaTuuHuMHU ['ICT Oynu
3apeeCTPOBaHi IIJIYHKOBO-KHUIIKOBI Ta IHTpaTyMOpasbHi KpoBOTeUi. BUX0as4yu 3 HagBHUX
DaHUX, BiACYTHI ()aKTOPU CXUIBHOCTI (HaNpuKJIiaf, PO3Mip MyxXJIMHU Ta 11 JIOKasi3alis,
IIOPYIIEHHS 3TOPTaHHS KPOBi), aKi 6 30inbIIyBany pu3uK BUHUKHEHHS OyIb SKOTO TUILY
KpoBoTedi y martieHTiB i3 I'ICT. OckinbKu 30ibIIIEHHS KPOBOIIOCTAYaHHS i CXUIBHICTh [0
KPOBOTEYi € YaCTUHOIO KJIiHiYHOI KapTuHM Ta KiiHiuHoro nepebiry I'ICT, cmig 3acToCcoByBaTH
CTAaHAPTHY NIPAKTUKY 1 IPOLEeAYPHU [JI1 MOHITOPHUHTY Ta BejeHHS BCIX XBOPUX 13
KpoBoTeuer. [1omaTKoBO OyM MOBiTOMIIEHHS PO CYOUHHI eKTa3il acTpabHOTO Bigminy
IIUIYHKA 9K PiOKy OIPUYUHY IIIYHKOBO-KUIIKOBUAX KPOBOTEY IIif] YaC TOCTMapKETUHIOBOTO
criocTepexkeHHs y maiienTiB i3 XMJI, T'JIJ] Ta iHImMMU 3aXBOPIOBaHHAMU. Y pasi moTpedu
MO2XKHa PO3TJISHYTH IUTAHHS NP0 IPUIMHEHHS 3aCTOCYBaHHS JIiKapChbKOTo 3acoby IMaTiHib-
Bicta. CuHOpom ai3ucy nyxauHu

Y 3B’43Ky 3 MOXKJIUBUM BUHUKHEHHSIM CUHIDPOMY JII3UCY IYXJIMHU PEKOMEHIYETHCSA KOPEKIIis
KJTiHIYHO BMpaXkKeHol feTifipaTallil Ta BUCOKKX PiBHIB C€40BOI KHCIIOTH [0 II0YATKy Tepail
JikapcbKuM 3acoboM ImaTini6-BicTa.

Peaxmusauisa eenamumy B

- PeakTuBalis refmaTUTy B y mallieHTiB, SKi € XpOHIYHUMM HOCISIMU ITbOTO BipycCy, BimOyBasacs
micys Toro, SK i maiieHTu orpuMyBanu iHribiTopu BCR-ABL-TupokiHa3u.

-V messkux BUTIagKax Iie CIIPUYHUHSIIO TOCTPY IEeYiHKOBY HEIOCTATHICTh a00 remaTuT 3
GbynpMiHaHTHAM TepebiromM, 10 BUMarajao TPaHCIIaHTallil Te4iHKy ab0 ITPU3BOAMIIO 0
JeTaJbHUX HAcHifKiB. [lepef moyaTKOM JIiKyBaHHS MalliEHTiB He00XigHO 00CTEXUTH Ha
HasBHiCTH HBV-iHpeKkrril.

- [lepen moyaTKOM JIiKyBaHHS MALiE€HTIB 3 IO3UTUBHOIO CEPOJIOTIYHOIO PEAaKIli€lo Ha rernaTtuT B
(BkmMIOUarouM MalliEHTIB 3 XBOPOOOIO B aKTUBHIX (pa3i) Ta MallieHTiB, y IKUX BU3Ha4YEHa
HasBHiCTE HBV-iHexKIil, ciTig HallpaBUTH Ha KOHCYJIbTAIli€l0 A0 iH(PEKITIOHICTIB Ta
remnaToJoriB, SKi MalOTh OOCBiA NiKyBaHHA rematuty B. HociiB Bipycy rematuty B, ski
noTpe0yIOTh TiKyBaHHA JiKapChbKUM 3aco0oM IMaTiHiO-BicTa, ciif peTenbHO MepeBipsATH Ha



O03HaK{ aKTUBHOI iH(]eKIIil rermaTuty B mim yac nikKyBaHHS Ta MPOTSTOM EKiIbKOX MiCAIIiB
micys 3aKiHYeHHS Tepartil.

domomokcuyHicmb

HeobximHo yHUKaTH ab0 MiHiMi3yBaTH BIIJIUB IPSIMUX COHSYHUX ITPOMEHIB Yepe3 PU3UK
($hOTOTOKCUYHOCTI, TIOB’sI3aHOI 3 MpuUitoMoM iMaTHHiOy. ITallieHTiB citig HAaBYUTH
BUKOPHUCTOBYBATH TaKi 3aCc00M SIK 3aXUCHUM OIST Ta COHIIE3aXUCHUHM KPEM i3 BUCOKUM
Koe(iIlieHTOM COHIYHOr0 3axucTty (SPF).

TpombomuyuHa MikpoaHzionamis

3acrocyBanH# iHribiTopiB BCR-ABL-TUpOKiHa3u acomioBanoch i3 TPOMOOTUYHOI0 MiKpOaHTionaTie
(TMA), BKJIIOYAI0uX OKpeMi IIOBiMOMIIeHHS, IIpH puiioMi iMaTuniOy (OuB. po3min «ITobiuni
peaxirii»). JAKIo y MallieHTiB, SKi MpUMalTh TiKapchKuii 3acib ImaTini6-BicTa, 3’ IBNSII0THCS
nabopaTopHi abo KTiHiYHI TOKa3HUKHM, TTOB’s13aHi 3 TMA, nmiKyBaHHS CIIiI MPUNUHUTH i
30iUCHUTH peTenbHy OLiHKy TMA, Briouatouu akTUBHICT ADAMTS13 i BU3HAUEeHHS aHTU-
ADAMTS13-auTutin. dxkmo antu-ADAMTS13-anTUTiNa MiBUILEH] ¥ IOEOHAHH] 3 HU3BKOIO
akTuBHiCTIO ADAMTS13, nikyBanHs ImaTini6oM-BicTa IpOA0OBXKYBaTH He CIIif.

JlabopamopHi mecmu

[Tig yac Tepamil nikapcbkuM 3acob6oM IMaTiHiO-BicTa HE0OXiIHO PETYNISAPHO POOUTH
PO3TOpPHYTHUY aHai3 KpoBi. JIikyBaHHS mpenapaToM IMaTiHi6-BicTa mallieHTiB i3 XpoHiYHUM
Mi€T07IeMK030M II0B’sI3aHe 3 PO3BUTKOM HeHUTporneHil abo TpoMOOIUTOIEHii.

OpHak BUHUKHEHHS IIUX BUIB IIUTOIEHil 3a/Ie2KUTh Bifl CTaflil 3aXBOPIOBAHHS, B SKil
IIPOBOJIMTHCS JTiIKyBaHHS, i YacTillle BUHUKAE y namnieHTiB i3 XMJI y ¢asi akcenepatiii abo dasi
6rmacTHOI Kpu3u MOPiBHSHO 3 nalieHTaMu 3 XMJI y xpoHiuHiit ¢a3i. JlikyBaHHS IpernapaToM
ImaTiHi0O-BicTa y pa3i BUHUKHEHHSI HEUTPOIIEHil i TpPOMOOIIMTOIeHil MOKHA IPUNUHUTH ab0
3MeHIUTH 003y (muB. po3min «Crocib 3aCTOCyBaHHS Ta JO3U»).

Y nanienTiB, gKi 3acTocoByIOTh IMaTiHiO-BicTa, HE0OXiIHO PETYNSAPHO MEPEBIPATH QYHKIIIIO
neviHky (TpaHcaMiHa3u, Oinmipy0iH, myxkHa ¢docdaTasa).

Y namieHTiB 3 nmopyueHHIM (QYHKIIl HUPOK €KCIT03H1lis iMaTHHIOYy y Iy1a3Mi KpoBi BUIlla, HiK
y IIofiei 3 HOpMaIbHOI (PYHKIIEI0 HUPOK, MOXKJIMBO, BHACIIOK IIigBUIIEHOr0 PiBHSA y IJIa3Mi
anbda-KHUCIIOoro TIiKonpoTeiny, 6inka, 1o 3B’13yeThecs 3 iMaTuHiOOM. ITamieHTam 3
OPYIIEeHHAM GYHKIII HUPOK CIIif 3aCTOCOBYBATH MiHiMasbHY IT04aTKOBY mo3y. Crmif 3
00epexkHICTIO JTIKyBaTH XBOPUX 3 TSIKKOI0 HUPKOBOIO HEIOCTATHICTIO. [Ipu HemepeHoCUMOCTi
mo3y ciif 3MeHmuTy (IuB. po3min «Croci0 3acToCcyBaHHS Ta HO3U»).

TpuBase 3acTocyBaHHS iMaTUHIOY MoxKe OyTH MOB’3aHO 3 KITIHIYHO 3HAYYIIUM MOTipIIeHHSIM
GbyHK1il HEpOK. OYHKIII0 HUPOK CJIifl TepeBipyUTH 40 MOYaTKy Teparii iMaTuHiOoM i KOHTPOIIOBATH
i Yac Teparil, 3BepTarodu 0COOIKMBY yBary Ha TUX MAIli€HTiB, IKi MaloTh GaKTOPU PU3UKY PO3BUTKY
HUPKOBOI AUCQYHKIIi1. AKIO crocTepiraeThCs MOPyIIeHHS (QYHKIIII HUPOK, CIIif Tpu3HadyaTu
JIIKYBaHHS BIANOBIIHO 00 CTAHOAPTHUX IHCTPYKIIiH.

Himu

[ToBimOMISIY PO BUMIAAKKU 3aTPUMKM PO3BUTKY V OiT€H, y T. 4. IPeny0epTaTHOTO BiKy, SKi



oTpuMyBasnu iMmaTuHi0. Ha maHuit 9ac € maHi, 10 B 00cepBalliiHOMY [OCTigXKEHHI 3 y4acTio
niteit 3 XMJI ciocTepiranocss CTaTUCTUYHO 3HAUYIle 3HUKEHHS (ajie HeBU3HaYeHOl
KJIiHIYHOI 3HAYYIIOCTi) CEpemHBOT0 iHAEKCY CTaHAapPTHOTO BigXuIeHHS POCTy Yepe3 12 Ta
24 micsni niKyBaHHS ¥ OBOX HEBEJIMKUX IiArpyIax He3alekKHO Bifl CTaTeBOT0 J03PiBaHHS Ta
CTaTi naifieHTa. [JoBroCTPOKOBHUY BIIMB TPHUBAJIOTO JTiKyBaHHS iMaTHHIOOM Ha PO3BUTOK [iTEH
HeBigoMuu. TakuM YUHOM, PEKOMEHIYETHCS IPOBOAUTH PEeTeNIbHUY KOHTPOJIb 3a PO3BUTKOM [iTeH,
SIKi OTPUMYIOTh iMaTHHIO.

Y mopocnux Ta fiTe#t eheKTUBHICTE MiKapchKoro 3aco0y ImaTiHiO-BicTa oliHIOETHCS Ha
OCHOBI [TaHUX IIIOI0 YaCTOTH 3arajibHOl TeMaTOJIOTiYHOI Ta IIUTOTeHEeTUYHOI BigIIOBifi Ta
BHXKUBAHOCTI 6e3 mporpecyBaHHs mpu XMJI, 4aCcTOTU reMaTOJIOTiYHOI Ta IIMTOTeHEeTUYHO1
Bigmosiai mpu Ph I'J1JI, MDS/MPD, yactotu rematosnoriunoi Bigmosigi mpu 'EC/XEJI Ta
yacToTH 00’ €KTHBHOI BifIMOBIli Y IOPOC/IMX MAIli€HTIB 3 HeonlepabeTbHUMU Ta/abo
MeTacTaTUYHUMU 3JI0AKICHUMYU CTPOMAa/IbHUMU [TyXJIMHaMU LIJTYHKOBO-KUIIIKOBOI'O TPAKTY Ta
BUITMHAI04010 gepMaTodibpocapkoMoio, a TaK0XK BUKUBAHOCTI 6e3 IIpOrpecyBaHHs IpU
a[’'t0oBaHTHOMY JIIKYBaHHI MAI[i€HTIB 31 3JI0IKICHUMU CTPOMaJILHUMU IIITyHKOBO-KUIIIKOBUMU
nyxyirHaMu. [JOCBif 3aCTOCyBaHHS JTiKapchKoro 3aco0y ImaTiHiO-BicTa mamienTam i3
MDS/MPD, acormiiioBanuMu 3 peapanxkyBaHHsIM reHa PGGFR, nyxe oOMexeHuii. 3a
BUHSATKOM BIiepie aiarHocToBaHOro XMJI y XpoHiuHiK (pa3i, KOHTPOIbOBAHUX [OCIIiIXKEHbB,
ITI0 OOBOOUIHY O KITiHIYHY KOPUCTh a00 30iNbIlIeHHST BUKWBAHOCTI, TPU ITMX 3aXBOPIOBAHHSIX
He IIPOBOAUIIU.

Basicausa iHgpopmauisa npo 0ONOMINHCHI peuo8uHu

1 kamcyna mo 100 a6o 400 Mr nikapchKoro 3aco0y MiCTUTh MeHIe 1 MMOJb HaTpito, TOOTO
nikapceKuit 3aci6 IMaTiHi6-BicTa IPAKTUYHO BiJIbHUU Bifl HATPIIO.

3acmocyeanns y nepiod eazimHocmi abo 200yeanHs 2pydoio.

Bazimuicmb. HeMae BifOBigHUX maHUX PO 3aCTOCYBaHHS JTiKapchbKoro 3acoby Imarini6-BicTta
BariTHUM. Y micIsipeecTpalliiHui mepiof MOBiqOMIISIIM IIPO CIIOHTAHHI ab0PTH Ta BPOMIXKeHi medheKTr
Yy HOBOHAPO/IXKEHUX, MaTepi SKUX 3aCTOCOBYBaiu iMaTuHi0. [JocigKeHHS Ha TBAapUHAX BUSIBUIIA
PENPONYKTUBHY TOKCUYHICTh, a MIOTEHIIMHNN PU3UK [JId I00a HeBimoMuii. Imartini6-Bicta He crin
3aCTOCOBYBATH Y Iepiof BariTHOCTI, 3a BUHSTKOM XKUTTEBUX II0Ka3aHb. AKiro ImarTini6-Bicta
IIPU3HAYEHO Y IIepiof BariTHOCTI, MaIlieHTKY HeoOXimHO MPoiHGOpMyBaTH LIOA0 MOTEHIIMHOTO0 PU3UKY
IJIs TII0Aa.

KiHKaM penpoayKTHUBHOTO BiKy CIIil peKOMEeHOyBaTU 3aCTOCOBYBaTU e(peKTUBHI IPOTU3AIIiAHI
3aco0u IPOTATOM IIepioAy JiKyBaHHS Ta IPOTSATOM MPUHAKWMHI 15 OHIB micns NpUnuHEeHHS
3aCTOCyBaHHS JIikapchbKoro 3aco0y IMaTini6-BicrTa.

I'oo0ysaHHs 2pydodro. IHhopMallis om0 eKCKpellil iMaTuHiIOy B TpyaHe MOJIOKO oOMeKeHa.
HocnimKeHHS 3 y4acCTIO ABOX XKiHOK, IKi TOMyI0OTh TPYAII0, BUSBUIIY, 110 iMaTUHIO Ta HOr0 aKTUBHUMN
MeTaboJIiT MOXKYTh IPOHUKATH B TPyAHE MOJIOKO. BigHOIIEHHS MiXK KOHI[EHTPAIIE€I0 TiKapChKOT0
3aco0y y ma3Mi KpoBi Ta TpyIHOMY MOJIOLI, JOCTiIKeHe B OHi€el mallieHTKY, mopiBHIoBasno 0,5 mis
imaTuni6y Ta 0,9 mns MeTaboiTy, 110 CBigYUTH PO Gilbll BUPaXKeHUH PO3MOMin MeTaboiTy y
rpyoHe MOJIoKo. bepyuu mo yBaru o0’emHaHy KOHIIEHTpAIli0 iMaTuHIOy Ta MeTaboliTy i MaKCuMalbHe
noOoBe CII0KMBAHHS TPYIHOT0 MOJIOKA HEMOBIISIM, 3arajibHa €KCI0o3ullis Maja 0 6yTH Hu3bKOIO



(mpubnu3no 10 % TepaneBTUYHOI 103u). OIHAK OCKiTbKM BIIJIUB €KCITO3UIIii y HU3bKUX [103aX
iMmaTuHIOy Ha HEMOBIIS HEBiIOMUM, KiHKM, SKi 3aCTOCOBYIOTH JIikapchKui 3aci6 ImaTtini6-BicTta, He
IIOBUHHI rOQyBaTU IPYAAI0 IIPOTATOM IepPiofy JiKyBaHHS Ta MPOTATOM IpuHauMHI 15 aHiB micas
IPUNMHEHHS 3aCTOCYyBaHHS JIiKapchbKoro 3aco0y ImaTini6-BicTa.

®epmuavHicms. Y Ipolieci JOKMiHIYHUX OOCTiIXKeHb PePTUIBHICTb CaMIIiB i CaMOK TBapUH
He IOpYyILIyBajacs, X04a CIIOCTepiraBcs BIJIUB Ha PENPOAYKTUBHI mapaMeTpu. [loCigKeHHs
3 y4acTIO TallieHTiB, SKi OTPUMYIOTH JTiKapCchKuii 3aci6 ImaTini6-BicTa oist BUBYEHHS BIIJTUBY
JiKapCchKOro 3aco0y Ha (GepTUIbHICTh i raMeToreHes, He IPOBOAUIIN. fKIIO O MallieHTa €
aKTyaJIbHUM IIMTaHHS BIUIUBY JTiIKapchbKOTo 3aco0y IMaTiHiO-BicTa Ha GpepTUnbHicTh, TO oMy
CITiT TPOKOHCYJIbTYBaTUCA 3 JTIKapeM.

3damuicmsb eniueamu Ha weudKicmob peakuii npu KepyeaHHi asmompaHcnopmom a6o
iHwumMu mexaHizmamu.

[TalieHTH MOBUHHI 3HATH IIPO MOXKJIUBICTh PO3BUTKY TaKUX MOOiUHUX e(DeKTiB K
3araMOpOYeHHSs, HEUITKICTh 30py ab0 COHNIMBICTD MPU 3aCTOCYBaHHi iMaTuHIOy. ToMy cirif
PEKOMEeHAYBaTH OJOTPUMYBATUCh 00ePeKHOCTI IIPK KepyBaHHI aBTOTPAHCIIOPTOM Ta PobOTi 3
IHIIMMU MeXaHi3MaMu.

Cnoci6 3acmocyeaHHss ma do3u.

Tepamnito MOBUHEH NIPOBOOUTH JIiKap, SKUU Ma€ OOCBIM TiKyBaHHS IAIlEHTIB 3i 37I09KiCHUMU
HOBOYTBOPEHHSMU KPOBI i 3710SKiCHUMU CapKOMaMH 3aj1eKHO Bifl HO30JIOTil.

Inst go3 nikapcekoro 3aco0y 400 Mr Ta Bullle (OUB. peKOMeHAallil II[0fI0 JO3yBaHHSA HUKYE)
3acTocoByBaTu Karcynu 1o 400 wmr.

Inst §o3 nikapcekoro 3aco0y, Kpim 400 Mr ta 800 Mr (guB. peKOMeHAallil I[0/I0 AO3yBaHHS
HUXK4Ye), 3aCTOCOByBaTH Kancynu no 100 mr.

[Tpr3HayYeHi [o3u CyIifg mpuiiMaTy ePOoPaIbHO Iifl Yac iy, 3aMBal04Yy BEJIUKOIO KiJIbKiCTIO
BOMIH, 11100 3BECTH 10 MiHIMyMy PU3HUK IIOAPa3HEHHS IIUIYHKOBO-KUIIKOBOTO TPAKTY.
[Tpemapat y go3ax 400 a6o 600 Mr nmpu3HavaT OOUH pa3 Ha mo0y, Tomi sk mo3y 800 Mr ciin
npu3HavaTu 1Mo 400 mr 2 pa3u Ha 0o0y, BpaHIli i BBeUepi.

[7n1s1 marfieHTiB (y T. 4. AiTe), AKi He MOXKYTb IPOKOBTHYTH KaIICYJTy, IX BMiCT MOXHa
PO3UMHUTH ¥ CKISHII Hera3oBaHol Bogu a0o s101y4Horo coky. CycneHsito CIIif BUIIUTH
ofpa3y micns 11 TpurotyBaHHa. OCKINBKY € JaHi 00 PEIPOAYKTUBHOI TOKCUYHOCTI
IIpenapary i MOTEeHI[INHOT0 PU3UKY I (PePTUIHHOCTI TIOAUHY, )XKiHKaM PeIPOAYKTUBHOTO
BiKYy, sIKi BiTKpPUBAIOTh KaICYJH, Clif O0yTu 00epeXKHUMU OJ1s 3aro0iraHHs KOHTaAKTy
npernapary 3i MIKipoio Ta CIu30BUMHU 000JI0HKaMU. [1icjig pO3KPUTTS KalCylu PyKu
HeoOXiTHO HEraHO BUMUTH.

Ilo3ysaHHA npu XpoHiuHOMY Mienonetikosi (XMJI) y dopocaux nauieHmis.



PekoMeHOBaHa fi03a NTiKapchbKoro 3aco0y IMaTiHiO-BicTa anms gopocnux nauieHTiB i3 XMJT y
XpoHiyHiit ¢a3i cranoBuTh 400 Mr Ha mo0y. XpoHiuHa ¢aza XMJI BU3HAUAETHCS, SKIIO
3a[0BOJIbHSAIOTHCS YCi 3 TAKUX KPUTEPIiB: KinbKicTh 61acTiB <15 % y KpoBi Ta KiCTKOBOMY
MO3KYy, 6a30(inis y nepudepudHiii kposi < 20 %, TpombonuTis >100x10°/1. PekoMeHm0BaHa
mo3a Jikapcbkoro 3acoby IMaTini6-BicTa mms mopocnux maiiieHTiB y da3si akceneparril
cranoBuTh 600 Mr/moby. ®Pa3a akcenepallil BU3HA4Ya€THCS 3a HaABHICTIO OyIb-IKOT0 3 TAKUX
KpuTepiiB: 6macTiB =15 %, ane <30 % y KpoBi abo B KicTKOBOMY MO3KY, 0/1aCTiB Ta
nponiMmponuTiB = 30 % y kpoBi abo B KiCTKOBOMY MO3KY (3a yMOBH, 1110 61acTiB < 30 %),
6a3odinis y nepudepuyniit kposi = 20 %, TpombouuTie < 100X 10°/1 He3anexHo Bif
nmikyBaHHS. PeKOMeHI0OBaHa m03a JliKapchkoro 3acoby IMaTini6-BicTa mms mopocnux
Nali€eHTiB i3 6macTHUM Kpu3oM cTaHOBUTE 600 Mr/moly. bracTHUM KpU3 BU3HAYAETHCS, AKIIO
KinbkicTh 61macTiB = 30 % y KpoBi abo B KicTKOBOMY MO3KY ab0 3a HasiBHICTIO
eKCTpaMenyIIpHUX IPOSBiB 3aXBOPIOBaHHS, KPIiM remaToCIieHoMeratil.

TpuBanicTh NiKyBaHHS: IIif YacC OOCTiAXKeHb JTiKyBaHHS IpenapaToM IMaTiHi6-BicTa TpuBano
[0 IPOrpecyBaHHS 3aXBOPIOBaHHA. EQEeKT npunuHeHHd JTiKyBaHHS IMiC/ISA JOCATHEHHS TOBHOL
IIUTOTEHEeTUYHO]l BifIIOBiAi He BUBYAJIH.

[TutanH momo 30inemenHs go3u 3 400 mr mo 600 mr a6o 800 Mr mis maIfieHTiB i3
XpOHiYHOIO (pa3010 3axBopioBaHHS a00 3 600 Mr go MakcumyM 800 Mr (110 TPHUUMAETHCS T10
400 mr pgBiui Ha moOy) mys marlieHTiB i3 pa3010 akcesnepailii abo 6J1aCTHUM KPU30M MOXKe
PO3TJISIIATUCS 3@ YMOBH BifICYTHOCTI TSIXKKMX ITOOIYHUX peakIlii Ta TSKKOI, He ITOB’sI3aHO] 3
eKeMi€l0 HEUTPOIeHil a00 TPOMOOIUTOIEHi]l ¥ TaKMX CUTYallisiX: IPOTPeCcyBaHHs
3axXBOPIOBaHHS (y Oymb-IKMM Yac); BiICYTHICTh 3a0BiIbHOI T€MaTOJIOTiYHOI BiomoBiai micis
IIpUHANMHI 3 MiCSIiB TiKyBaHHS; BilCYTHICTb IMTOTE€HETUYHOI BifilOBIii mics 12 Micsiris
niKyBaHHS a0 BTpaTa paHillle JOCATHYTOI reMaToJIoTiuHOol Ta/ab0 IMTOreHEeTHYHOI BifllIOBIfi.
[Ticns 30inblIeHHS OO3U MAlliEHTH NOTPEeOYIOTh PETENTLHOTO MOHITOPUHTY 3 OTJISIAY Ha
MMOBIpHICTh IiABUIIEHOl YaCTOTH HebaXKaHWX peaklliii TPy 3aCTOCYBaHHI BUIIUX [03.

Ilo3ysaHHA npu XpoHiuHOMY Mieaonetikosi (XMJI) y dimeu

Io3yBaHHS [JIs [iTel 3aJIe2KUTh Bifl IJIOLIi ITOBEPXHi Tina (Mr/m°). g mited i3 XMJT y
XpOHiYHil Ta mporpecymouiil ¢pasi peKoMeHI0BaHa f03a CTaHOBUThL 340 Mr/M” Ha moby (He
IIePEeBUIYI0YN MaKcuManbHy 1060BYy mo3y 800 mr). JlikapchbKuit 3acib MOXKHa IIpU3HAYATH
OfuH pa3 Ha o0y a0o anbTepHAaTUBHO NOOOBY 103y PO3MINUTHU Ha 2 MPUUOMU - BpaHIN Ta
BBeuepi. PeKoMeH0BaHi [03U Ha AaHUU YaC BCTAHOBIIEHI 3 OTJISAY Ha JOCBif 3aCTOCYBaHHS
IpernapaTy y HEBEJIMKOI KiTbKOCTi fiTe. HeMae gocBimy 3acTocyBaHHS TiKapChKOTo 3aco0y
ImaTini6-BicTa miTsM BikoM [0 2 POKiB.

TTuTaHHA MOA0 30iNbIIeHHs 103H i3 340 Mr/M° g0 570 Mr/M° (He IepeBUILyBaTH 3aTrabHy
no3y 800 Mr) ons miTed MOXKHA PO3TJISAATH 3a YMOBHU BiICYTHOCTI TSI2KKUX MOOIYHUX peakilin
Ta TSIKKOI, He IIOB’sI3aHOI 3 JIelKeMi€l0 HeUTPOoIeHii abo TPOMOOIUTONEHIT Y TaKUX
CHTyallisiX: TPorpecyBaHHS 3aXBOPIOBaHHS (y Oy[b-sIKK Yac); BiCyTHICTh 3a40BiTbHOL
reMaToJIOTi4HOI BifiTOBifi Iicis npuHaliMHi 3 MiCAIliB TiKyBaHHS; BiICyTHICTb
IIUTOTeHETHYHOI BifmoBini micns 12 micsiiB nikyBaHHS a0o BTpaTa paHillie JOCATHYTOl
reMaToJIOTiuHOl Ta/abo UTOreHeTUYHO!l Bignosini. ITicns 30inblIeHHS 03U Nal[ieHTH
oTpe0yI0Th PETEILHOTO MOHITOPUHTY 3 OTJIANY Ha MMOBIPHICThH MiIBUINIEHOI YaCTOTH
HeOakaHUX peaklIliii TPy 3aCTOCYyBaHHI BALIUX HO3.



Ilo3yeaHHs npu 2ocmpill aAimpobaacmHitll aetikemii 3 no3umusHo0 (inadenveitlicbkoro
xpomocomoro 8 aetikoyumax (Ph I'JIJI) 0a5 0opocaux nayieHmia

PekoMeHIOBaHa [i03a NTiKapchKoro 3aco0y IMaTiHiO-BicTa s mikKyBaHHS JOPOCHIUX IaIli€HTIB
3 Ph I'JIJT ctanoButh 600 Mr Ha mobOy. Tepartrito mpu I1bOMY 3aXBOPIOBAHHI CJIifi TPOBOIUTH IIifT
HarJIsigOM eKCIlepTa B rajly3i reMaToJIoril BIPOAOBXK YCiX eTaliB JTiKyBaHHS.

CxeMma JIiKyBaHHS: Ha OCHOBI iCHYIOYHX TaHUX 0BefleHO e(DeKTUBHICThL Ta 0e3MeKy
nikapceKoro 3aco0y Imarini0-Bicta npu 3acTocyBanHi B f03i 600 Mr/mo6y B koMOiHaIiil 3
XiMioTeparmieo y (pasax iHAyKIlil, KOHCOJigamil Ta MigTpUMyIodiid ¢asi ximioTeparmil ans
OOPOCIIMX TAllieHTiB i3 BmepIme miarHoctoBaHoio Ph I'JIJ1. TpuBamicTh Teparrii mpemnapaToM
ImaTiHi0-BicTa MoXKe 3MiHIOBAaTHUCS 3ajIeXKHO Bif 00paHol MporpamMu JIiKyBaHHS, ajle B
OinbIIOCTi BUMAOKIB OiNIbIII TPUBAKM TPUHOM JIiKapChKOT0 3aco0y ma€ Kpallli pe3yIbTaTH.

II71s1 OPOCTUX TAllieHTiB 3 penuauBy040i0 abo pedppakrepHoio Ph ['JIJI MmoHOTeparmis
npemnapaToM IMaTiHi6-BicTta B mo3i 600 Mr/no0y € 6e3meunoo, epeKTUBHOIO i ii MOXKHa
IIPOBOAUTH, IIOKU XBOpo0a He IOYHe POrpecyBaTHy.

ILlo3yeaHHA npu 20cmpitl aimpobaacmHill selikeMii 3 no3umugHow (pisnadenbiliCbKoo XPOMOCOMOK
8 setikouumax (Ph I'JIJI) 045 dimetl.

Ilo3yBaHHS 7S OiTeW 3aJIeKUTh Bif MJIOLII TIOBEPXHI Tina (mr/M%). PekoMeHIOBaHa M0O0OBa
mo3a st mitTed i3 rocTporo miM(po6IacTHOI JIeHKeMi€lo 3 TO3UTUBHOK (inamenbdificbKoro
xpoMocoMoio B nefikonurax (Ph T'JIJI) cranoBuTh 340 Mr/™M” (He IIePEeBULIYI0YH MaKCUMaIbHy
no6oBy mo3y 600 wmr).

Lo3ysanHAa npu mieaoducnaacmuyHux/miesonpoaipepamugHux 3axeoprogaHHsax (MDS/MPD)
PekxoMeHmoBaHa mo3a JiKapchbKoro 3aco0y IMaTiHiO-BicTa mns nmikyBaHHS namieHTis i3 MDS/MPD
crtanoBuTh 400 Mr Ha Ho0y.

TpuBaicTh TiKyBaHHS: Ha JAHUU YacC 3aBeplleHe TiIbKU OOHEe OOCIiXKEeHHS; IiKyBaHHS
npenapaToM IMaTiHi6-BicTa mpomoBXKyBasocs [0 MpOrpecyBaHHs 3aXBOpOBaHHSA. Ha MOMEHT
IIPOBeleHHA aHalli3y Me[iaHa TPUBAJIOCTI JIiKyBaHHS cTaHoBUIa 47 Micauis (24 gHi-60
MicsiiB). [[o3y8aHHsA npu 2inepeo3uHoisbHOMY cuHOPoMi ma/abo XpoHiuHill e03uHOQiAbHIl
netkemii (CEC/XEJI)

PekoMeHpOBaHa [i03a JTiKkapchKoro 3aco0y IMaTiHiO-BicTa Ama mikyBaHHS MAaIli€HTIB i3
I'EC/XEJI cranoButh 100 Mr Ha goOy. [ligBumenus mo3u 3i 100 mr go 400 Mr MoxXHa
PO3TNIsimaTH y pasi BigcyTHOCTI mobivHMX peakiliti abo y pa3i HegocTaTHLOI BiAMOBiagi Ha
JIIKyBaHHA. JIIKyBaHHA CIIif IPOLOBXKYBAaTH, [IOKHU ITAIll€HT IPOAOBXKYE OTPUMYBATH Bifl HEOT'O
KOPHUCTh. Jo3ysaHHs 0415 nauienmis 3 Kit (CD117)-no3umugHumu HeonepabesbHUMuU ma/abo
MemacmamuyHUMU 3/10AKICHUMU 2aCMPOIHMEeCMUHAAbHUMU CMPOMAAbHUMU NYXAUHAMU
(I'ICT) ma 015 ad’rvo8aHmMHOI mepanii QOpPocAUX NAyieHMIB, y AKUX iCHY€E BUCOKUU PU3UK
peuudusy Kit (CD117)-no3umuBHux 3/105KICHUX 2dCMPOIHMECMUHAAbHUX CMPOMAAbHUX
nyxauH (I'ICT) nicaa pe3ekuyii

PekoMeHIOBaHa [103a JlikapchbKoro 3aco0y IMaTiHiO-BicTa st mikyBaHHST MOPOCHIMX IAIli€HTIB
3 HeornepabenbHO Ta/ab0 MeTAaCTAaTUYHOIO 3/I0SIKICHOIO CTPOMaIbHOI NyxnHO0 IITKT
ctanoBuTb 400 Mr Ha mo0y. [TaHi moao 36inpierHs mo3u i3 400 mr go 600 mMr a6o 800 mr
IS TIAIIIEHTIB, ¥ SIKUX XBOopoOa IIPorpecye Ha Tii HU3bKUX /103, 00MEeKeHi.



TpuBasicTh IKyBaHHA: B XOIi SOCIIAXKEHD 3@ YYaCTIO [TALlEHTIB 31 CTPOMaJIbHUMU LIJTYHKOBO-
KHUIITKOBUMHU IyXJIMHAMU JIiKyBaHHS MpenapaToM IMaTiHi6-BicTa mpogoBxKyBanocs 0o
IIpOrpecyBaHHs 3aXBOPIOBaHHS. Ha MOMEHT NpoBefeHHS aHali3y MefliaHa TPUBaJIOCT1
JIiKyBaHHS CTaHOBUIIA 7 MicauiB (Big 7 mHiB mo 13 micsuiB). EdekT npunuHeHHS JTiKyBaHHS
ITiC/ISI JOCSTHEHHS BiAIIOBiAl HEe BUBYAJIH.

PekoMeHIOBaHa [i03a JTiKapchbKoro 3aco0y IMaTiHiO-BicTa s af’'toBaHTHOTO JTiKyBaHHS
OOPOCINUX TMAalli€eHTiB MiCJISI pe3eKIlil CTPOMaIbHUX IITyHKOBO-KUIIKOBUX IIYX/INH CTAHOBUTH
400 Mr/go0y. OnTUMAaNbHy TPUBAJIICTD JIIKYBaHHS ITOKH 1110 HE BCTAHOBIIEHO.

TpuBasicTh IKyBaHHA B X0l KIIIHIYHUX AOCIIIIXKEHb, 110 IPOBOAUIIA 3 METOIO
OoOTI'PYHTYBaHHS 3aCTOCYBaHHS IIperapaTy Ipu oMY II0Ka3aHHi, CTaHOBUJIA 36 MicsIIiB.

Ilo3ysaHHA npu aikysaHHi nayieHmis 3 Heonepabe bHOW BUNUHAYO0 0epMamogibpocapkomoro
(dermatofibrosarcoma protuberans (DFSP)) ma dopocaux nayieHmie 3 peuudusyruor ma/abo
memacmamuyHow depmamocgpibpocapkxomoro (DFSP), saki He moxcymb Gymu sudaseHi XipypaiuHum
WASXOM

PekoMeHOBaHa [03a TiKapchKoro 3aco0y IMaTiHiO-BicTa ast mikyBaHHS JOPOCIUX Malli€HTIB
3 DFSP ctanoButs 800 Mr Ha go0y.

Kopexkuia 0o3u y pasi pozsumky nobivHuUx epekmis
HezemamooziuHi nobiuHi egpekmu

Y pa3si po3BUTKY TSAKKUX HETEMATOJIOTiUHUX N00iYHUX e(eKTiB IIPU 3aCTOCYyBaHHi
mikapchKoro 3acoby Imarini6-BicTa ciig mpunuHUTY JTiKyBaHHS [0 ITOKPAIIEHHS CTaHy
narienTa. [Ti3Hime mikyBaHHS MOXKHA IMPONOBXKUTH 3 YpPaXyBaHHSAM TSIKKOCTi MOOIUHUX
edexTiB, 1110 criocTepiranucs npu nomnepefHbOMY f03yBaHHi. [Ipu piBHi Oinipy06iny, B 3 pasu
BHUII[OMY 3a BEPXHIO MeXy HOpMH (abo Mpu MifBUIEHH] PiBHS MEeYiHKOBUX TpaHCaMiHa3
Oinblie HiXK y 5 pa3iB Bifl BEpXHbOI MeXKi HOPMHU), CJTifi IPUITUHUTH 3aCTOCYBaHHS
nmiKapchKOro 3aco0y OoTH, JOKX OyHe CIIoCTepiraTuch 3HUKEHHS 0inipybiHy [0 piBHSA, 110
[IepPEeBUIIY€E BEPXHIO MeXKy HOPMU MeHIlle HiX y 1,5 pa3a, a TpaHcaMiHa3 - [0 piBHY, 110
IIePEeBUIIYE BEPXHIO MeXYy HOPMU MeHIe HixX y 2,5 pa3a. JlikyBanus ImaTiniboM-BicTa
MOXKHa ITPOMIOBXKUTH V 3HUXKEHUX N0o00BUX mo3ax. [ MOpOoCIuX Oo3y ciif 3HuXKyBaTh 3 400
no 300 mr/go0y abo 3 600 go 400 mr/moby, abo 3 800 mr go 600 mr, a mns giten - 3 340 o
260 mr/m” Ha H00y.

T'emamooziuHi nobiuHi epekmu.

[Tpu PO3BUTKY BUPaXKeHOI HEUTPOIEHil i TPOMOOIUTONEHI] pEKOMEHIOBAHO 3MEHIITUTH 103y
nikapchKoro 3aco0y abo MPUIMHUTH JIIKYyBaHHS, SIK BKa3aHo B Tabmulri 1.

Tabmuig 1

[Toxazanus [Toxasuuku [Pexomennarii |




[EC/XEJI
(moyaTtkoBa mo3a 100 mr)

AKH <1,0 x 10°/n
Ta/ab0 TPOMOOITUTIB
<50 x 10°/m

1. ITpunuuuTy NikyBaHHS IMaTiHIOOM-
Bicra, moku AKH =1,5x10°/1 i
TpoMGOIHUTIB =75 x 10°/1.

2. ITonoButu nikyBauus IMaTiHi6om-BicTa |
momepenHin mo3i (To0To y mo3i, sIKy
3aCTOCOBYBaJIM 10 PO3BUTKY TAXKKOI
mo6iuHOl peakiiii).

XponiuHa ¢paza XMJI,
MDS/MPD,

r'ICT

(moyatkoBa mo3a 400 mr)
'EC/XEIJI (B mo3i 400 mr)

AKH <1,0 x 10°/n
Ta/abo TpoMOOLIUTH
<50 x 10°/m1

1. ITpunuuuTy NikyBaHHS IMaTiHIOOM-
BicTa, moku AKH 31,5x10°/1 i TpoMGonuTis
375 x 10°/1.

2. [TonoBuTH niKyBaHHS IMaTiHiOOM-BicTa y
morepenHii 0o3i (To0To y [o3i, AKy
3aCTOCOBYBaJIM 10 PO3BUTKY TSAXKKOI
mo6iuHol peakiiii).

3.V pasi penugusy AKH <1,0x10°/1 Ta/a6o
TpoMbouuTis <50x10°/71 TOBTOPUTH KPOK 1
i moHoBUTH puiioM IMaTiHiOy-BicTa y
3MEeHIIeHi# 1031

300 mr.

[liT¥ 3 XpOHIYHOI0 (Pa3010
XMJT
(B mo3i 340 mr/m?)

AKH <1,0 x 10%/n
Ta/abo TPOMOOITUTH
<50 x 10°/n

1. ITpunuHuTH NiKyBaHHA IMaTiHIOOM-
BicTta, moku AKH He cTaHOBUTHME
51,5x10°%/11 i TpoMGonuTu 375 x 10°/1.

2. ITonoBuTH nikyBaHHs IMaTiHiGoM-BicTa |
morepenHii no3i (To6To y mo3i, Ky
3aCTOCOBYBa/IM 10 PO3BUTKY TSKKOI
mo0iuHOI peaxiiii).

3.V pasi penupusy AKH <1,0x10°/1 Ta/a6o
KinbKoCTi TpoMGonuTiB <50 x 10°/1
[TIOBTOPUTHU KPOK 1 i MOHOBUTHU JIIKyBaHHS
mpernapatoM IMaTiHiO-BicTa y gosi

260 mr/™’.

da3za nmporpecyBaHHA i
GracTHOI Kpu3u npu XMJI,
Ph ['J1J1

(moyaTtkoBa mo3a 600 mr)

AKH® <0,5 x 10%/n
Ta/ab0 KiJIbKiCTh
TPOMOOITUTIB

<10 x 10%1

1. ITepeBipuTH 3B’130K IUTOIEHII 3
merikeMielo (myHKIis abo 6iomcis
KiCTKOBOTO MO3KY).

2. K110 IMTONEHis He OB’ s13aHa 3
melikeMi€lo, 3MeHIIUTH 003y IMaTiHiOy-
Bicta mo 400 mr.

3. AKI0 1KUTOMEHis 30epiraeTbcs
[IPOTSATOM 2-X THUXKHIB, 3MEHIIUTH 03y A0
300 mr.

4. JKI10 TUTONEHIsT 30epiraeThcs
[IPOTATOM 4-X TUXKHIB i He II0B’g3aHa 3
lMeKeMi€l0, IPUNUHUTY IPULOM
penaparty [0 gocsirHeHHs piBHg AKH 31 x
10°/n i TpoMGomuTis 3 20x10°/71, moTiM

[TOHOBUTH JIiKyBaHHA B 1031 300 mr.




®a3a akcemnepaii XMJI a6o|AKH® <0,5 x 10°/n  [1. [TlepeBipuTH, 4M IMTOMEHIs OB’ sI3aHa 3
GriacTHa Kpu3a y Ta/ab0 KiJIbKiCTh melikeMielo (acmipartis abo Giomcis
nefiaTpUYHUX MAliEHTiB  [TpoMOOIUTIB KiCTKOBOTO MO3KY).
(mouaTkoBa mo3a 340 <10x 10°/n 2. SIKIIIO IUTOIIEHisa He MoB’sI3aHa 3
MI/M°) meliKeMi€lo, 3MeHIUTH 103y IMaTiHiby-
Bicta 1o 260 mr/m’,
3. fAKIIO UTONEHIA TPUBAE IIPOTATOM
2 TUXKHIB, OATKOBO 3MEHIIUTHU [03Y A0
200 Mr/m°.
4. K110 UUTOIIEeHis TPUBAE MPOTATOM
4 TUXKHIB 1 HagaJli He 1I0B’sI3aHa 3
MerKeMi€lo, CIIif IPUIUHUTY IPUKOM
mpenapaty Imatini6-Bicta, moku AKH He
[MOBEPHETHCS 0 3HAYEHb =1 X 10%m, a
KiTbKiCTh TPOMOOLMTIB Ho =20 x 10°/71,
[TOTIM IIOHOBUTH JIIKyBaHHS B 1031
200 Mr/m’.
HeomepabenbHa AKH <1,0 x 10°/n 1. IIpunuHUTY 3aCTOCYBaHHS JIIKAPCHKOI0
BUIIMHAIOYA Ta/ab0 KilbKiCcTh 3aco0y ImaTini6-Bicta, moku AKH He
nepMmaTtodioOpocapkomMa TPOMOOILIUTIB cranosuTuMe 31,5 x 10°/71 Ta KinbKiCTh
(dermatofibrosarcoma <50 x 10°/m TpoMGouuTis 375 x 10°/1.
protuberans DFSP) ta 2. TIOHOBUTH 3aCTOCYBAHHS TiIKaPCHKOTO
penunuByoYa 3aco06y IMaTiHi6-BicTta B mo3i 600 Mmr.
Ta/abo METaCTaTHYHA . 3.V pasi peuugusy AKH <1,0 x 10°/n
nepmatodibpocapkoma, sKi Ta/abo KibKoCTi TpoMGouTiB <50 x 10°/1
HE MOXKYTb Gyt BupasIeHi [IOBTOPUTH KPOK 1 i IOHOBUTH JIiKyBaHHSA
XIPYPrivHUM MITAXOM (IIPK mpemnapaToM IMaTiHi6-BicTa y mo3i 400 mr.
mo3i 800 mr)

AKH a0contoTHa KiNbKiCTh HEUTPOdimiB.

CroocTepiraeTscs I0HaUMEHIIIE Yepe3 MICAIb JTiKyBaHHS.

Ocob.ausi nonyasuii

ITopyweHHA ¢pyHKuil neviHKu

IMaTuHiIO MeTab0mi3yeThCA TOJIOBHUM YMHOM Y IediHi. [TallieHTaM i3 nmopyueHHIMy QyHKITi1
IIeYiHKY JIETKOTO0, TIOMipHOTO Ta TSIKKOTO CTYTIeHs JTiKapChKUii 3acib ciig mpu3HaydaTy y
MiHiMaJIbHIA peKOMeHOoBaHil 1o00Biii 103i 400 mr. [Ipy HemepeHOCUMOCTi 03y MOXKHa
3MEHIIUTH.

Knacudixkariis nopyieHHs QyHKIII TeYiHKH.
Tabmuis 2

IMopyueHHS HYHKITL . . . )
Py byHKN [TeuiHKOBi QyHKIIIOHAIBHI TECTH

MIeYiHKYN
3aranpHuu O0inipy6in >1,5 BMH;
Jlerke ACT > BMH (moxe 6ytu HopManbHUM abo < BMH, sxio
3arasibHuM Oinipy6in >BMH)
. 3aranpHuM Oinipy6in >1,5-3,0 BMH;
ITomipue

ACT - Oynp-siKe 3HAUYEHHS



3aranpHui 6inipy6in >3-10 BMH;

Tsaxxe ACT - 6ynb-sike 3HaUeHHS

BMH - BepxHsS MexXa HOPMH, IPUMHSATA B JIiKyBaJIbHi YCTaHOBI

ACT - acnaprataMiHoTpaHcdepa3sa.

ITopyweHHA pYHKYII HUPOK.

[TamieHTam 3 OpPYIIeHHSIM QYHKIIiI HUPOK ab0 TUM, XTO 3HAXOOUTHLCS Ha Miami3i, mpemapaT
CHif MpU3HaYaTH y MiHiMabHI¥ peKOMEH0BaHil Mo4aTKOoBi# m03i 400 Mr oguH pa3 Ha mo0y.
OpHak TakyM TallieHTaM IIpernaparT CIIif mpu3HadaT 3 o0epexkHicTio. [[03y MOXKHa
3MEHIINTH IIPU HEIIePEHOCUMOCTI JTiKapchKOoTo 3aco0y abo MigBUIIUTY IIPU HEeIOCTAaTHIN
e(peKTUBHOCTI.

IlauieHmu AIMHbBO20 BIKY.

dapMaKOKiHEeTUKY iMaTHHIOy y MAI[iEHTIB JIITHLOTO BiKY CIellialbHO HE BUBYAIH. Y XOmi
KJTIHIYHUX JOCTIiAXKeHb 3 y4acTio namieHTiB, 20 % sikux Oynu y BiMi Bim 65 pokis,
ocobnuBoCTed y hapMaKOKiHETHIII JTiIKapChKOTO 3ac00y, OB’ I3aHUX 3 BIKOM, HE
croctepiranmocs. CnenianbHi peKOMeHallii 100 Mo3yBaHHS [JIS MalliEHTIB IITHLOTO BiKy HE
NOTPi0Hi.

Himu.

HeMmae mocBify 3acToCyBaHHS mikapcbkoro 3aco0y IMaTini6-Bicta miTsam i3 XMJI BikoM mo

2 pokiB, a Takox mitaMm 3 Ph I'JIJT go 1 poky. [locBin nikyBauHs fmiter 3 MDS/MPD,
BUNMHAaI4010 gepmatodiopocapkomoio, I'ICT ta TEC/XEJT nyxke o6MexKeHUH.

Be3neka Ta eeKTUBHICTh 3aCTOCyBaHHS iMaTuHIOy miTsaM (BikoM mo 18 poki) 3 MDS/MPD,
DFSP, I'ICT i TEC/XEJI y xofi mocmigKeHb BCTaHOBIeHa He Oyna. HasiBHI Ha maHuUU 4yac
ony0iKOBaHi maHi He JalTh 3MOTH HajlaT¥ PeKOMeHalliil 1I[0/I0 O3yBaHHS.

Ilepedo3yeaHHsi.

[HdopMallist PO BUMAAKU MPUHOMY JIIKapChKOT0 3aC00Y B [03aX, I0 IepeBUIIyI0Th PEKOMEHI0BaHi
TepaneBTU4YHi, oOMexkeHa. [ToBimoMsin (CioHTaHHO ab0 3rafyBasioch y mMyOiKallisax) NIpo IOOAMHOKI
BUIIAJKU [Tepeo3yBaHHs iMaTuHiO0oM. [ToBimomMIsiny npo HUXKYe3a3HadyeHi SBUIA IPU Pi3HUX
IJiama30Hax mo3.

Cumnmomu.

[Tepeno3yBanHs v nopocnux. Big 1200 mo 1600 mr (tpusanicTtio Big 1 o 10 gHiB): Hy#oTa,



OntoBaHHS, iapes, BUCHUII, epuTeMa, HaOpsK, IPUIYXJIiCTh, BTOM/IIOBAHICTh, M'SI30Bi CITa3Mu,
TPOMOOLIUTOIEHis, TaHIIUTONEeHis, abmqoMiHambHUY 0iflb, TOJIOBHUY 0iNlb, 3HUXKEHHS aleTUTy.
Big 1800 mo 3200 mr (TpuBasnicTio 6 mHiB y pa3si nmpuitiomy 3200 Mr Ha 0o0y): cabKicTs,

Mianris, migBullleHHs PiBHS KpeaTHHPOCOKiHa3H, OinipyOiHy, racTpoiHTeCTUHAIbHUY Oifb.

6400 Mr (pa3oBa 1§o03a): B OOHOTO MallieHTa (maHi 3 my6ikaniit) cmocTepiraauck HymoTa, 6JII0BaHHS,
abmoMiHanbHUM 6inb, TapsAYKa, IPUIYXIICTh 00NTUYYSI, 3MEHIIIeHHS KiJTbKOCTI HeUTPoinbHUX
JIEMKOITUTIB, MiIBUINIEHHS PiBHS TpaHCaMiHa3.

Big 8 mo 10 r (pa3oBa mgo3a): O/II0BAHHS i TaCTPOIHTECTUHAIBHUH Oillb.

[lepeno3yBaHHA y OiTed. Y TPUPIYHOTrO XJIONYUKaE, KUY IPUUHAB pa3oBo 400 mr, criocTepiranucs
OrtoBaHHS, [liapest, aHOPEKCis; B iHIIOTO TPUPIYHOTO XJIOMYKKA IIiC/IST pa30BOT0 IPUHOMY
JiKapChKOro 3acoby y mo3i 980 Mr - 3MeHIIeHHs KiJTbKOCTi JIGHKOUUTIB, miapes. JlikyeanHs. Y pasi
nepefo3yBaHHs MallieHTa CIifl 00CTeXUTH i IPU3HAYUTH BiTIOBigHY MiATPUMYIOUy Ta
CUMIITOMaTUYHY Tepallilo.

ITo6iuni peakuii.

[TarieHTH 3 TepMiHAIBHOI CTaAIE0 3I0SIKICHOTO IPOLECY MOXKYTh 3HAXOOUTUCH Y TAKOMY CTaHi, IIpu
SKOMY BazkKKO OLIHUTU MIPUUYMHHUYN 3B’I30K M0GIYHUX e(eKTiB uepe3 HasIBHICTh BEJIUKOI KiTbKOCTI
CHMIITOMIB OCHOBHOT'O 3aXBOPIOBaHHS, MOTO IIPOTPECYBAHHS i OMHOYACHOTO TpU3HauYeHHs 6araThox
Ipernaparis.

V xopmi mocrmimKeHs 3 yyacTio natieHTis i3 XMJI BigmiHa TiKapChKOTo 3aco0y, moB’si3aHa 3
HeOakaHUMM PeakllisMu Ha JIiKapChbKuM 3acib, crioctepiranacs y 2,4 % ymepiie [iarHOCTOBAHUX
TIallieHTiB, Vv 4 % MallieHTiB y Mi3Hil XpoHiuHilk da3i micns HeedheKTUBHOI Tepartii iHTepdepoHoOM, ¥
4 % marrieHTiB y (a3i akcenepatiii micias HeepeKTUBHOI Teparii inTepdepoHoM i y 5 % maiieHTis 3
6rmacTHOI0 Kpu3010 micisa HeedekTuBHOI Teparii inTepdepornomM. YV Bunagky ['ICT mocnimxyBaHui
npemnapart 0yj10 BiTMiHeHO Yyepe3 IOB’s13aHi 3 TiKapchKUM 3aco60M mobiuHi peakiii y 4 % malieHTiB.

Hebaxa#ni peaktii Oynu mogiOHMMU IPH YCiX TOKa3aHHAX, 38 BUHATKOM ABOX. Y TMAIi€HTIB i3
XMIJI cnocTepiranocs Oinblile BUMlaAKiB Mi€JIOCYIpecil, HiX y Malli€HTiB 3i IITyHKOBO-
KUIIKOBUMU CTPOMaJIbHUMM MyXJIMHAMU, UMOBIPHO, Y 3B’I3Ky 3 OCHOBHUM 3aXBOPIOBAHHSIM.
Y npoueci gocnifXKeHHS 3 y4acTIO MAIliEHTiB 3 HeollepaOeNTbHUMU Ta/ab0 MeTaCTaTUUHUMU
IJIYHKOBO-KUIIKOBUMY CTPOMAJIbHUMU IyxIuHaMu y 7 (5 %) malieHTiB pO3BUHYIACA
IIITYHKOBO-KUIIIKOBa KPOBOTEYA CTYIEHIB ¥ 3rifHO 3 3araJlbHUMM TOKCUKOJIOTIYHUMU
kputepisimu (CTC), BHYTPIIHbONYX/IMHHI KPOBOBUIMBY (3 malieHTH) abo i Te, i inmre

(1 mamienT). Micue myxnuHu MoxKe OyTH [IKepesoM IITyHKOBO-KHAIITKOBUX KPOBOTEY.
[II7TyHKOBO-KHUIIIKOBI Ta MyXJIUHHI KPOBOTEYi MOXKYTh OYTH CEPHO3HUMHU i TONEKONH
netanbHUMU. [Ipr 000X 3aXBOPIOBaAHHSIX HauvacTiiie (=10 %) MoBimoMIIsiIKM IPo Taki
TIOB’sI3aHi 3 JOCITiAKyBaHUM IIpenapaToM HebaXkaHi peakiril SIK Jierka HymoTa, 6J1I0BaHHS,
miapest, 6inb y XKUBOTI, BTOMJTIOBAHICTh, Miasnris, M’s30Bi Clla3MU Ta BUCUIIAHHS.
[ToBepxHeBUM HAOPAK OyB YaCTUM IIifl 4aC yCiX OOCIifIXKEHb i OMKUCYBaBCS MepeBaxHO K
nepiopOiTanbHui HaOpsSK ab0 HAOPSK HUKHIX KiHIIBOK. OgHaK 1i HaOpsKK pimko Oymu
TSKKUMU i MOTTIM JIIKyBaTHUCS 3a AOMOMOTO00 MiypeTHKiB, iHIIUX MiTPUMYIOUUX 3aX0[iB abo
IIJITXOM 3MEHIIeHHS 1034 iMaTuHiOy. [Ipu 3acTocyBaHHI iMaTHHiIOy B KOMOiHaIlil 3 BUCOKUMU
no3aMHu XiMmioTeparril y marienTiB 3 Ph ['JIJI cmocTepiranucs mpossBd TOKCUYHOTO BILIMBY Ha



IIEeYiHKY y BUTJISAMI MiIBUIIEHHS PiBHS TpaHCaMiHa3 Ta rinepbinipybinemii. BpaxoByoun
oOMexxeHi naHi 3 6e3neky, MobiyHi peakiril y miTe#, Ipo SIKi MOBiHOMIISIIOCS O LHOT'O Yacy,
3icraBHi 3 npodinem 6e3nexu y mopocnux naiiedTiB 3 Ph I'JIJI. [Tpodint 6e3nexu ois mitei 3
Ph I'J1JI € myxe oOMeXKeHHUM, OOHAK HOBUX AaHUX IIOA0 0e3MeKH BUSBIEHO He OyIIO.

Pi3ni HeOaxaHi peakliii, Taki gK MIeBpaJbHUAN BUIIIT, aCIIUT, HAOPSK JIET€Hb Ta IIBUAKE
30i/IbIlIeHHS MacH Tijla 3 TOBEPXHEBUM HaOpPIKoM abo 0e3, MOXKYTh pa3oM OyTH ONKCaHi K
3aTpuMKa piguHu. Lli peakiril MoxXHa 3a3BHYal JTIKyBaTH IIITXOM THMYacOBOTO
IPU3YNUHEHHS IPUNROMY JiKapchkoro 3aco0y Imatini6-BicTa abo 3a momomoro miypeTHkis
Ta iHIIKUX BiATIOBIIHUX MigTPHMYyOUYUX 3axoniB. OmHaK AEKOIH IIi peakiiil MOXKYTb OyTH
cepro3HUMU ab0 HeOe3MeUHUMU AJIS XKUTTS, a JesKi peakliii, 1110 PO3BUHYJIUCS Y Malli€HTiB
i3 671aCTHOI0 KPU3010, Mau JieTaJbHUY HaCHioK (Y KIiHiYHOMY aHaMHe3i malfieHTa 0yu
IIJIEBPAJIbHUM BUIIIT, 3aCTiliHa ceplleBa HEJOCTAaTHICTh Ta HUPKOBA HEIOCTATHICTh). Y xomi
neiaTPUYHUX OOCIIIXKeHb He 0y7I0 0COOMMBUX, OB’ I3aHUX 3 6€3IeKO0I0 JIiIKapChKOro 3aco0y
BumayKkiB. [To6iuHi peakiii, 1110 BUHUKAIK YaCTillle, HiXK MOOAMHOKI BUIIAOKH, KJTachu(piKoBaHO 3a
KJIacaM¥ CHCTeM OpraHiB Ta YaCTOTOI0 3 BUKOPUCTAHHSAM YMOBHUX [I03HAUEHb: AyxKe 49acTo (=1/10);
yacTo (=1/100, <1/10); meyacto (=1/1000, <1/100); pigko (=1/10000, <1/1000); myxke pigKo
(<1/10000), HeBimoMol 4acTOTH (HEMOXKJIMBO BCTAHOBUTU 3a HASIBHUMHU IaHUMHU).

He6azxkaHi peakiiii Ta ix YacToTa HaBefieHi y Tabmulri 3.
Tabnuus 3

IHpeKuii ma napa3dumapHi 3ax80pHBAHHA

Heuyacmo OmnepisyBanbHUM TepIec, IPOCTUY repiiec, Ha30(papuHTiT,
THEBMOHIS, CHHYCUT, LEJIIONIT, iHpeKIlil BepXHiX JUXaTbHUX
IUISIXiB, TPUII, iHPEKIIii CeY0OBUBITHUX IIIIISXIB,
raCTPOEHTEPUT, CEIICUC

Pioko I'pubkoBa iHdeKITis

YacToTa HeBimoMa PeakTtuBauig renatuty B*

II0bposiKicHI, 3104KiCHI ma HEYMO4YHeH020 Xxapakmepy HOB0YMBOPEHHA (8 momy uucai Kicmu

i nosinu)

Pioko CuHOpOM MIi3uCy IyXJIUHU

Yacmoma Hesidoma KpoBoBUINB y NyX/IMHY/HEKPO3 NyXJIUHI*

3 boky imyHHOI cucmemu:

Yacmoma Hegidoma AnadimakTuuHUM MOK*

3 boky Kposi ma aimpamuyHoi cucmemu:

Lyace vacmo HediTpomneHisi, TpoMOOLMTOIIEHIS, aHEMis

Yacmo [TanmnuToneHist, pedpunbHa HEUTPOTIEHIS

Heuacmo TpoMOonuTONEHIS, MiM$OTEHis, MPUTHIYEHHS KiCTKOBOTO
MO3KY, e03uHO0inis, niMmbaneHonaTisa

Pioko FemoniTYHa aHEMis, TPOMOOTHYHA MiKpPOAHTiONaTis.

3 6oky 06MiHYy peuosuH, memaboniamy:

Yacmo AnHopekcis

Heuacmo limokamiemisi, migBUIIEHUY alleTUT, TimodocdaTemis,

3HUXKEHUU alleTuT, Aerigparallis, mofarpa, rinepypukeMis,
rinmepkanbllieMis, TileprilikeMis, rinoHaTPieMis

Pioko limepkamieMisi, rimoMartiemis

3 6oky ncuxiku:

Yacmo be3connsa

Hevyacmo Hempecis, 3HUKEHHS Ti0ig0, TPUBOKHICTD
Pioko CroyTaHiCTh CBiJOMOCTI

3 boky Hepeosoi cucmemu:



ITyotce wacmo T'onoBHU 6inp’

Yacmo 3anamMoOpo4YeHHs, [TapecTesis, MOPYLIeHHS CMaKOBUX
BIIUyTTiB, TrinecTesisa
Heuacmo MirpeHs, COHNUBICTh, CUHKOIIE, TepudepryHa HeHpomaris,

MIOTipINIeHHS IaM’'AITi, illiac, CHHIPOM HECHOKIMHUX HiT,
TPeMOp, KPOBOBUJIUB ¥ TOJIOBHUU MO30K

Pioko [TigBUIlleHHS BHYTPIIIHEOYEPEIIHOTO TUCKY, CYAOMU, HEBPUT
30pPOBOTO HEPBA

Yacmoma Hesidoma HalpsiK roloBHOTO MO3Ky*

3 60Ky opaaHis 30py:

Yacmo HalOpsik moBiK, migBuIlleHe CIb030BUIIEHHS, KDOBOBUIIUB Y
KOH IOHKTUBY, KOH IOHKTHUBIT, CYXiCTb 04Yel, 3aTbMapeHHs
30py

Heyacmo [Tompa3ueHHs oyei, 6inmb B 0uax, opOiTabHUN HAOPSIK,

KPOBOBUIIUB Y CKJIEPY, KDOBOBHUJIUB y CiTKiBKY, 61edapur,
MaKyJIsipHUM HaOpSK

Pidko KarapakTa, riaykoMa, HaOpsiK [1iCKa 30pOBOTO HEPBA

Yacmoma Hegidoma KpoBOBUIUB y CKJIOBUAHE TisIO*

3 60Ky opaaHis cayxy ma secmubyaiapHOo20 anapamy:

Heuacmo BepTturo, mywm y Byxax, BTpaTta CIIyxy

3 60Ky cepueso-cyOuHHOI cucmemu:

Hevyacmo CeprebuTTs, Taxikapis, 3acTiiHa ceplieBa HEeIOCTaTHICTD’,
HaOpPSK JTereHb

Pioko AputMmisi, ¢hibpunsuis nepencepnb, 3ynuHKa cepis, iHhapKT
MioKappa, CTeHOKapHis, nepuKapaiaIbHUN BUIIIT

Yacmoma HesiOoMa [Tepukapout*, TaMnoHaga cepusa*

3 6oky cyOuHHOi cucmemu’:

Yacmo limepewmis, KpoBOTEYa

Hevyacmo ApTepiasnibHa rinepTeH3sis, reMaToMa, BiIUyTTS XOJIOOY B

KiHIliBKaX, cyOaypanbHa reMaToMa, apTepiajibHa TilnoTeH3is,
cuHapoMm PeriHo

Yacmoma Hesgidoma Tpom603/embomis*

3 60Ky pecnipamopHoi cucmemu, opa2aHie 2py0HOi KAimKu ma cepedoCmiHHS:

Yacmo 3apuilKa, HOCOBa KPOBOTEYa, Kalllellb

Hevyacmo [1neBpabHUi BUIIT’, 6iIb y TTIOTI Ta TOPTaHi, GaphHTiT

Pioko [IneBputHuii 6inb, Gibpo3 ereHs, TereHeBa rinepTeHsis,
JleTeHeBa KpoBOTeYa

Yacmoma Hesidoma T'ocTpa guxanbHa HEOCTAaTHICTD' *, iHTepcTUIianbHa

xBopoOa jerenp*
3 60Ky WAYHKOBO-KUWKOB020 MpAKmMy:

yoce wacmo Hynota, giapes, 6/10BaHHS, JUCIeENCis, 6ib v XuBOTI®
TEOPHU3M, 3OVTTS KHUBOTA, TacT reaJIbHUHI
Yacmo MeTteopusm, 3 0Ta, ractpoe3odarea
pedIIIoKC, 3amop, CyXiCThb Y pOTi, TaCTPUT
y TOMATHT, YTBOPEHHS BU K V IOPOXKHUHI POTa,
Heyacmo CroMma ope a30 opo oTa

IIUTYHKOBO-KMIIKOBA KPOBOTEedYa', BilpukKKa, MeJleHa,
e3odariT, aciuT, BUpa3Ka IITyHKa, 0/110BaHHS KPOB'10,
XeHuiT, qucdarisi, maHKPeaTUT

Pioko KoniT, KUIIKOBa HENPOXigHICTh, 3anajbHe 3aXBOPIOBaHHSI
KUIIEYHUKY
Yacmoma Hesidoma KumkoBa HenpoxigHiCTh/KUIITKOBa 00CTPYKIisa*, mepdoparlis

IIKT*, puBepTUKYIIIT*, CyOUHHA €KTa3is aHTPaIbHOI0
Bigminy mnyHka (GAVE)*

3 60Ky neviHKu i Hc0840BUBIOHUX W A5Xi8:

Yacmo [TinBuiieHHS PiBHS NIEYiHKOBUX (PEPMEHTIB

Heuyacmo l'inepbinipybiHeMmisi, reaTUT, JKOBTIHULIS

Pioko [Te4iHKOBA HEOOCTATHICTH', HEKpO3 IeYiHKU



3 6oky wkipu ma niOwKipHOi KAIMKOBUHU:

Lyoce vacmo [TepiopOiTanbHuil HaOPSK, IepMaTUT/eK3eMa/BUCHATIaHHS

Yacmo CBep0ix, HAOPSAK 06/IMYYS, CYyXiCTh IIKIPH, EPUTEMA,
aJoTnellis, HiYHa MiTIUBICTh, peakiis POTOUYyTIUBOCTI

Hevyacmo [TycTtynbo3uuii BUucHI, 3a0il, mocuieHa miTIUBICTh,

KPOIIMB AHKA, eKXIMO03, [TiIBUIIIeHa CXUJIbHICTb O YTBOPEHHS
CUHIIB, MIIOTPUX03, TIONIrMeHTalliq WKIpY,
ekc(homiaTUBHUM IepMaTHUT, TAMKIiCTh HIrTiB, QOMIKYMIiT,
meTexii, Icopias, MypIypa, TinepnirMeHTais mKipu,
OynbO3Hi BUCUIIAHHS, MTAHIKYIIT (BKII04Yalo4n By3/IyBaTy
epuremy)

Pioko TocTtpuii pedpunbHUi HEUTPOGINbHUYN AepMaTo3 (CHHAPOM
CgiTa), 3miHa 3abapBieHHS HIrTiB, aHTiIOHEBPOTUYHUHN
HaOpsAK, Be3UKYJIAPHI BUCUTIAHHS, MyIbTU(GOPMHA €EPUTEMA,
JIEMKOLUTOKJIACTHUM BaCKyJIiT, cuHapoM CTiBeHCa-
[I>KOHCOHAa, TOCTpUI TeHepasli30BaHUU eK3eMaTO3HUMI
nycTynso3 (AGEP), myxupyatka*

Yacmoma Hesidoma CuHApoOM IajbMapHO-TIIaHTapPHOI ePUTPOAN3EeCTEe3iT*,
JIiXeHOIMHUY KepaTo3*, YepBOHUM IIJIeCKATHM HIIan*,
TOKCUYHUM elliflepMaJibHUY HEKPOITi3*, MeguKaMeHTO3HUI
BHCHII, 1[0 CYIIPOBOAXKYETHCS €03UHO(DINi€I0 Ta CUCTEMHUMU
nposiBamu (DRESS)*, mceBmomopdipis*

3 60Ky onopHO-pyx08oi cucmemu ma cnoAy4YHOi MKAHUHU:

Llyoce wacmo M’s130Bi cna3Mu Ta CygoOMHU, M’30BO-CKeJIeTHUM 0inb, y TOMy
yyucni Mianris®, apTpanris, 6imb y KicTkax'’

Yacmo Habpsik cyrmo6is

Heuacmo CxyrTicTb y cyrnobax Ta M’si3aX, 0CTEOHEKPO3*

Pioko M’s130Ba c1abKiCcTh, apTPUT, pabmoMioiz/MionaTis

Yacmoma Hesidoma 3aTpUMKa POCTy y miteu*

3 60Ky HUPOK ma ce4o8udinbHOI cucmemu:

Heyacmo Hupxkosuii 6inb, remMaTypisi, rocTpa HUPKOBa HEJOCTATHICTh,
MigBUILIEHHS YaCTOTU CEYOBUITYCKaHHSI

Yacmoma Hegidoma XpOHiYHa HUPKOBa HEIOCTATHICTh

3 60Ky penpodykmueHoi cucmemu ma (pyHKUii MOAOYHUX 3a103:

Heyacmo [iHekKOMacCTis, epeKTUIbHA JUCQYHKIIisI, MEHOParis,

HeperyIsipHUN MeHCTPYaJIbHUU LIKKJI, CTaTeBa AUCHYHKIIISA,
6inb y cockax, 30ilbIIeHHST MOJIOYHHX 3aJ103, HaOpsSK

MOIIIOHKH

Pidko I'emopariyHa KicTa KOBTOTO Tijla/TeMoparigHa Kicta
SIEYHUKA

3azanvHi po3aadu ma peakuii y micui 88e0eHHA:

Lyace vacmo 3aTpuMKa piguHM Ta HaOPSIK, BTOMJTIOBAHICTh

Yacmo CnabKicTh, MgBUINEHHS TeMIIEPATYPH Tila, aHacapka,
03HO00, TPEMTIiHHS

Heyacmo Bine y rpynsx, 3arajbHe HE3OyXKaHHS

JlabopamopHi NOKA3HuUKuU:

Iyoce wacmo 30inbIIeHHs Macu Tinna

Yacmo 3MeHIIeHHsI MacH Tina

Heyacmo [TigBuIleHUY piBEHb KPEaTUHIHY B KPOBI, MigBUIIIEHUN
piBeHb KpeaTuH(MOCGHOKiIiHA3M KPOBi, MiABUIIEHUN PiBEHD
JlaKTaTAeTifporeHasy y KPOBi, MiABUINEHUN PiBeHB JTyKHO1
dbocdaTasu KpoBi

Pioko [limBuIlleHNY PiBEHb aMila3u KPOBi

* [lani TMNYM peakiiit 6ynu 3adikcoBaHi, TOJTOBHUM YUHOM, Y TOCTMapKEeTHHTOBUH Tepion
3aCTOCYBaHHS IIpenapariB 3 iMaTuHiIOOM. BOHM BKJII0YAlOTh CIIOHTAHHI ITOBIOMJIEHHS IIPO BUIIAKH, a



TaK0XK Cepiio3Hi HebaxaHi epeKTH, IKi CIocTepiranucs mif 4ac TPUBaIUX JOCHIXKEeHb, Iporpam i3
PO3IIMPEHUM AOCTYIIOM, OOCHIIKeHb KTiHIYHO01 (hapMaKoJorii Ta iCMUTOBUX OOCHiIXKEHb
3aCTOCYBaHHS 1103a 3aTBEPAXKEHUMH MMOKa3aHHAMU. OCKibKY [aHi peakllil CiocTepiraaucs B
TIOTIYJIAIISTX HeBU3HAYEHOI YMCETbHOCTI, He 3aBXKOU MOXKHA JOCTOBIpHO BU3HAUMUTH iX YacTOTy abo
BCTQHOBUTH IIPUYMHHO-HACIIITKOBUI 3B’SI30K i3 3aCTOCYBaHHSIM iMaTHHiOY.

' TIpo IHEBMOHIO IOBiOMIIANK YacTille y MalieHTiB i3 TpancdopmoBasoo XMJI Ta malli€HTiB 3i
[ITYHKOBO-KUIITKOBAMY CTPOMaJIbHUMHU IIyX/IMHAMHU.

2 [Tpo ronoBuu# Oink HalyaCTiIIe TOBIMOMIISITIN Y MAI[iEHTIB 3i IITYHKOBO-KUIIKOBUMH CTPOMAIbHUMHU
IyXJIUHaMU.

’ Ha ocHOBi po3paxyHKy IaIlieHTO-POKiB, MOPYIIeHHs GYHKIIiI Ceplisi, B TOMy YKCII 3acTiliHa cepleBa
HeIOCTaTHICTh, Hal4acTille CIIOCTEPIraJuch y MauieHTiB i3 TpancdopmoBaHoio XMJI, HiX i3
XpOHiIUHOI0 XMIJI.

* BiguyTTs NpUIIKBIB HalluacTillle CIIOCTEPIranoch y NallieHTiB 3i MITyHKOBO-KAITKOBAMH
CTPOMaJIbHUMH MTyXJIMHAMM, @ KPOBOTEUi (TreMaToMH, reMoparii) - y maijieHTiB 3i IITyHKOBO-
KUIITKOBUMU CTPOMaJIbHUMU IyXIMHaMU Ta TpaHcopMmoBaHoio XMIJI (XMJI-AP ta XMJI-BC).

> [Tpo mieBpanbHUM BUIIIT YaCTillle IOBIIOMIISNIA CTOCOBHO MAIli€HTIB 3i MUTYHKOBO-KUIIKOBUMH
CTpOMa/IbHUMHU IyXJIMHAMU Ta Nali€HTiB i3 TpaHchopmoBaHow XMJI (XMJI-AP ta XMJI-BC), Hixk
IIOAO ITAalli€EHTIB i3 XpoHiuyHOI0 XMIJI.

%7 Binb y XKMBOTi Ta IUTYHKOBO-KKUIIKOB] KPOBOTeYi 6y/IM Hai4YaCTIIIMMY Y MAIEHTIB 3i MITyHKOBO-
KUIITKOBUMU CTPOMaJIbHUMU IyXIMHAMU.

8 TMoBimommsinu IIPO [iesKi IeTalbHi BUIagKY [TeYiHKOBOI HEJOCTATHOCTI Ta HEKPO3Y MEYiHKHU.

°V mocTMapKeTHHroBOMy IIepiofii CocTepirascs Giflb y OIOPHO-PYXOBOMY aIlapari IIif| Yac JIiKyBaHHS
iMmaTuHiIOOM ab0 micys H0T0 IPUITHHEHHS.

"M’ s130B0-CKeIeTHHI 6ilb Ta TMOmi6Hi peaxlilil YacTile CIoCcTepiranauck y nauieHTis i3 XMJI, HiX y
MaIl€HTIB 31 IUIYHKOBO-KUIIKOBUMU CTPOMAJIbHUMU IyXJIMHAMHU.

" TloBimommsiu IIPO JieTalbHi BUMTAOKHU y MAlli€HTIiB 3 Mi3HIMHU CTafiIMU 3aXBOPIOBAHHS, TIXKKUMU
iH(DeKITiAMY, TSIXKKOI0 HEUTPOIIEHI€0 Ta iIHIIMMYA CEPUO3HUMU CYIyTHIMU PO3JIaflaMu.

BigxuneHHs Bill HOPMHU V pe3yabTaTax 1ab0paTOPHOr0 00CTEeXKEHHS.

3azanvHull aHani3 Kpoei.

[Tpu XMJI miuToneHis, 30KpeMa HEUTPOIIEHIS Ta TPOMOOIUTOIEHis, Oy/IK MOCTINHUMHU B yCiX
OOCIiAXKEHHSX 3 BUIIIOI0 YaCTOTOI IIPX 3aCTOCYBaHHI BUCOKUX 003 =750 Mr (OOCHiAKEHHS
¢da3u I). OpHak ciif 3a3Ha4uTH, 110 M0sIBa HEUTPOIIEHil TaKOXK Ma€ YiTKUK B3a€EMO3B’ 130K 3i
CTafli€lo 3aXBOPIOBaHH; 4acToTa HelTpomneHii crynens 3 a6o 4 (AKH <1,0x10%/n1) ta
TpoMOGoIMTONeHii (KinpKicTs TpoMGonmTiB <50 X 10°/1) 6yna y 4-6 pasiB BUIOO IpH
OrmacTHii Kpu3i Ta y ¢asi akcenepatii (59-64 % Tta 44-63 % O HEUTPOIEHil Ta
TPOMOOIIMTOIEHil BiATIOBiMHO) ITOPIBHSIHO 3 TAKOIO y MAalli€EHTIB i3 BIiepIie AiarHOCTOBaHOO
xpoHiuHOoM0 (hazoo XMIJI (16,7 % HelTpomeHis Ta 8,9 % TpoMmOouuTomneHis). [Tpu Buepiie



OiarHOCTOBaHiM xpoHiuHiN ¢a3i XMJI nerTponenisa ctynens 4 (AKH <0,5 x 10%/7) Ta
TpoMOOIMTONEeHis (KinbKicTs TpoMbonuTis <10 x 10°/m) cocTepiramuce y 3,6 % ta <1 %
IAITliEHTIB BiiMoOBimHO. MemiaHa TPUBAIOCTI emi30fiB HEUTPOIEHIl Ta TPOMOOIUTOIEeHil
KOJIMBaJIaCh Bif 2 00 3 TUXKHIB Ta Bif 3 0o 4 TUKHIB BignoBigHo. Lli aBuNIa 3a3BUYall MOXKHA
JKyBaTH LIJIIXOM 3MEHIIeHHS 003U a00 MepepBy y IPUKOMI TiKapChkux 3aco6iB 3 iMaTUHIOOM,
aJie B PigKiCHMX BUIaAKaX BOHU IMIPU3BOIATh OO OCTATOYHOTO IPUIIMHEHHS Teparii. ¥
nefiaTpUYHUX Hari€eHTiB i3 XMJI HaluacCTIiIEM IPOSIBOM TOKCHUYHOCTI € IIUTOTNEHIl CTYIIeHiB
3 abo 4, B TOMY 4MCJIi HEUTPOTIEHisI, TPOMOOLUTONEHIS Ta aHeMid. L]i gaBuia B GisIbIIIOCTI
BUITAAKIB CIIOCTEPIraloThCs MPOTITOM AEKITbKOX IMEPIINX MiCAIB Teparrii.

Y xofi mocmifKeHHS 3 y4acTIo MallieHTiB 3 HeonlepaOelbHUMU Ta/ab0 MeTaCTaTUUHUMU
IIJTYHKOBO-KUIIKOBUMY CTPOMa/IbHUMU NyXJIMHaMU aHeMisd 3 abo 4 CTyIleHs BUSIBIIEHA Y
5,4 % ta 0,7 % mauieHTiB BifmoBigHO i mMpuHaNMHI Yy OesSKUX i3 IIUX NallieHTiB Moria OyTu
IOB’sI3aHa 3i MUIYHKOBO-KUIIKOBAMY a00 BHYTPIIIHbOMYXTUHHUMHU KPOBOTEYaMH.
Heiitpornenis ctynenst 3 abo 4 crocrepiranacek y 7,5 % Ta 2,7 % mallieHTiB BifloOBiHO, a
TpoMOouuTomneHis crynens 3 -y 0,7 % nauienTis. Hi B omHOT0 3 malieHTiB He PO3BUHYJIACS
TPOMOOIIUTOIEHisA CTyneHs 4. 3MeHIIeHHS KiTbKOCTi TEMKOIUTIB Ta HEUTPOPiniB
CIIOCTEePiranaocs nepeBaxkHoO IPOTATOM MEPIINX IMEeCTH TUXKHIB Tepallil; y IOfabIIoMy
TIOKa3HUKY 3aJIUIIaINCh BiTHOCHO CTa0imbHUMH.

BbioximiyHUl aHaai3 Kposi.

BupaxeHe migBuUIlleHHS PiBHS TpaHcaMiHa3 (<5 %) ab6o 6imipybiny (<1 %) cmocTepiramocs y
namnieHTiB i3 XMJI i B GinbIIOCTiI BUMIQAKiB JIiKyBalu LUISIXOM 3MeHIIeHHS 103U a00 [epepBu y
Teparii (MefliaHa TPUBAJIOCTI I[UX €I1i30/iB CTAHOBHUJIA MPUOIN3HO ONUH TUKOEHD).
JIikyBaHHS OyJI0 OCTaTOYHO IIPUNIMHEHE Yepe3 BiIXUIeHHS Bif HOPMHU B TabOpaTOPHUX
IOKa3HUKaX Me4YiHKOBOl PyHKIil MeHIne HiX B 1 % nanienTiB 3 XMJI. ¥ namieHTiB 3i
IIJIYHKOBO-KUIIKOBUMY CTPOMAJIbHUMU ITyXIUHaMU (BocigxKeHHsa B2222) cnocTepiranocs
6,8 % Bunapkis miguiieHHs piBHS AJIT (amaninaminoTpaHcdepas3u) ctyneHs 3 abo 4 ta

4,8 % Bunapki migpuinenHs piBHSA ACT (acmapTataMminoTpaHcdepasu) cTymnens 3 abo 4.
[TipBumeHHs piBHSA OinmipyOiHy Big3Ha4amoch MeHII HiXK y 3 % MallieHTiB.

[ToBigoMIISIIM IIPO BUMAAKU LUUTOJITUYHOTO TA X0JIECTaTUYHOTO TeaTUTY Ta NeYiHKOBO1
HEeOOCTAaTHOCTI, AesKi 3 IKMX MaJli JIeTaJIbHUU HACJIigOK, Y TOMY YMCJIi B OOHOIO ITalli€HTa,
SIKUY 3aCTOCOBYBaB BUCOKI 03U IapaleTaMoly.

Omnwuc okpeMux mobiYHUX peakIrii.
Peaxkmueauis eenamumy B.

[CHYIOTH ITOBIOMJIEHHS NP0 PeaKTHUBAIlilo TenaTuTy B y mamienTiB micns npuiiomy inribitopy BCR-
ABL-tupo3uskina3u (ITK). V geskux BullafiKax Iie CIIPAUYUHUIIO TOCTPY MEUiHKOBY HEIOCTATHICTH ab0
renaTtuT 3 QynIbMiHAHTHUM IepediromM, 10 BUMaraio TpaHCIJIaHTallil nedinky abo MpU3BOAUIO [0
JleTaJIbHUX HACIIOKIB.

ITogidomaeHHs npo Ni003pr8aHi NobiuHI peakuii

[ToBimomneHnHs mpo mobiuHi peakiril micis peecTpatiii TikapchbKoro 3aco0y Ma€ BaXKIuBe 3HaYEHHS.



L[e Oa€ 3MOT'y IIPOBOOUTH MOHiTOpI/IHT CHiBBiJIHOH.IeHHH KOpI/ICTb/pI/I3I/IK Inpu 3aCTOCYBaHHi IOBOT0
JiKapChKOro 3acoby. MeguyHuM Ta ¢apMalleBTUYHHUM IIpalliBHUKAM, a TAKOXK MallieHTaM abo ixHiMm
3aKOHHUM ITIpeCTaBHUKAM CJIif] TOBiTOMJISITH IIPO YCi BUITAAKK MiI03PI0OBaHUX IMOOIYHUX Peakllii Ta
BiICYTHOCTI e(eKTHBHOCTI JTIKapChKOT'0 3aC00y Yepe3 aBTOMaTU30BaHy iH(popMalliiny cucreMy
3 (hapMaKOHArIAOY 3a IToCUIaHHIM: https://aisf.dec.gov.ua/.

Tepmin npudamuocmi. 2 POKH.

YMmoBu 30epiranns. 30epiraTy B OpuriHaibHil yIaKOBIl ¥ 3aXXIIEeHOMY Bifl BOJIOTH MiCIli Ipu
TemneparTypi He Buiile 25 °C. 30epiratu B HeIOCTYIHOMY A7 OiTel MicIri.

VYnaxoBka.

Kancynu o 100 mr: mo 10 kancyn y 6mictepi; mo 3 abo 12 6micTepiB y mayili 3 KapTony. Kancynu mo
400 mr: mo 10 xancyn y 6mictepi; mo 3 6icTepu y maylli 3 KapTOHY.

Karteropist Bimmycky. 3a pelenToM.

BupoOHHK.

Ciangan ®apma C.P.JI.

Micue3HaxoIKeHHsI BHPOOHHKA Ta afipeca Micls MpoBaIXKeHHS HOro Tis/IbHOCTI.

oyn. lona Muxamnaue, 11, cexktop 1, 011171, ByxapecTt, PymyHis.
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