IHCTPYKUIA
JJISE MEIMYHOT0 3aCTOCYBAHHS JiKAPCbKOI0 3ac00y

ImaTinio-BicTa
(Imatinib-Vista)

Cknao:

oioua peuosuna: imatinib;

1 xarcyma micTuTh iMatuHiOy Me3wnary 119,5 mr abo 478 mr, M0 €KBIBAJICHTHO IMAaTHHIOY
100 mr a6o 400 mr;

OONOMIJICHI PeHOBUHU.

karcynmu 100 Mr: 1enrosio3a  MIKPOKPUCTAIiyHA, KOMOBIAOH, KpPOCIOBIJIOH, HATPIO
creapmwipymapar, KPEMHIIO MIOKCHA KOJOIAHHMKM TiapodoOHUN, KPEMHIIO TIOKCHI KOJIOiTHMMA
0€e3BOIHMIA;

kancyna: tatany piokcun (E 171), 3ami3za okcupn sxotuii (E 172), 3amiza okcua 4epBOHHMA
(E 172), rimpomenosa; ¢dapba g apyky (menak, MpOMUICHTIIIKONb, aMiaky pO34YHH
KOHIICHTPOBAHUM, KaJIit0 T1IpoKCcHu I, 3ami3a okcua yopauit (E 172));

karcymn 400  Mr:  1enriio3a  MIKPOKPUCTaIiyHA, KOMOBIZAOH, KpPOCIOBIJIOH, HATPIO
cTeapuidymapar, KpeMHIIO0 TIOKCHA KOJOIAHHHA TiApoQoOHMI, KPEeMHII0 TIOKCHA KOJOiTHHIMA
0€e3BOIHMIA;

kancyna: tatany niokeun (E 171), 3amiza okcua xoptuii (E 172), 3amiza okcuj u4epBOHUN
(E 172), 3amiza oxcun wopuuit (E 172), rimpomenosa; dapba mist apyky (Imenax,
MPOMJICHIJIIKOJIb, aMOHIIO Tifpokcu 28 %, 3amiza okcup yopHuit (E 172)).

Jlikapcbka gopma. Kancymnu.

OcHo8HI i3uKO-XIMIYHI 61ACMUBOCTI:

karcyan 100 mr: TBepai KamnCynu CBITJIO-OPAHXKEBOI'O KOJIbOPY 3 MapKyBaHHSIM YOPHOIO
Koubopy «100 mg» Ha TiLTI KamcynW; KamCyid MICTATH TMOPOIIOK CBITIIO-KOBTOTO KOJIBOPY;
kancyau 400 mr: TBepai Kalcyild TEMHO-OPaHXXEBOIO KOJIbOPY 3 MAapKyBaHHSIM YOPHOIO
Kobopy «400 mgy» Ha TUT1 KalCy/H; Karcyiau MICTITh MOPOIIOK CBITIO-KOBTOI'O KOJIbOPY.

dapmakoTepaneBTHYHA rpyna. AHTHHEOIUIaCTUYHI 3aco0u. [uribiTopu Tupo3uHkinazu BCR-
ABL. Imatuni6. ATX LO1 EAO1.

Dapmakonoziuni 61acmueocmi.

Dapmakoounamika.

IMaTuHIO € HU3bKOMOJIEKYJIIPHUM 1HTIO0ITOPOM MPOTETH-TUPO3UHKIHA3H, 110 3HAYHO MPUTHIUYE
aktuBHICTh TUpo3uHKiHa3u (TK) Ber-Abl, a Takox neski perientopai TK: Kit perientop dhaxropa
CTOBOYpOBUX KJITHH, 3akoJoBaHuH c-Kit MPOTOOHKOT€HOM, PELENnTOpPH JOMEHY IUCKOITUHY
(DDR1 ta DDR?2), penentop komoHiecTumytoBaibHOro (akrtopa (CSF-1R) 1 peuentopu
TpoMmbonuTapHoro ¢akropa pocry anbda i 6era (PTDPP-anbda i1 PTOP-6era). Imatuni6 moxe
TaKOX MPUTHIYYBATH KJIITHHHI MIPOLIECH, ONIOCEPEAKOBAaHI aKTUBAIIEI0 IMX PELUENTOPHUX KIHA3.
IMatuHiO € 1HTIOITOPOM NPOTETHTUPO3UHKIHA3H, SKHM CHUJIBHO TNPUTHIYYE THUPO3MHKIHA3Y
Ber-Abl in vitro ma xmitmHHOMY Ta In VIVO piBHsXx. Llg cmomyka BHOIpKOBO MpHTHIiUye
npoutidepariito i CTUMYIIOE arnonTo3 y MO3UTUBHUX Ber-Abl KIITMHHUX JiHISX, a TakoX Y
HIOWHO YypaKEeHHUX JIeMKEeMIYHMX KIITHHAX Y TAali€HTIB 3 HAsABHICTIO B JEHKOLMTax
¢inanenppiicbkoi XpPOMOCOMH IpPH XPOHIYHOMY NO3UTHBHOMY Mienoneiiko3i (Rh+) ta 3
rocTporo JiMdooIacTHOO Jeiikemiero. IN VIVO crionyka MposBiise€ TPOTUIYXJIMHHY aKTHBHICTh
npu MoHoTepamnii Ha mogeni Ber-Abl mo3uTuBHMX KIITMH NyXiauHU y TBapuH. Kpiwm Toro,
IMaTUHIO € CHJIBHUM IHTI01TOPOM pelenTopa TUPO3WHKIHA3H 11010 TPOMOOIIMTApHOTO (akTopa
pocty (T®P) i daxropa emOpionansHoi kiituHu (PEK), c-Kit i npurniuye TOP- ta OEK-



OTIOCEepEeIKOBaHi 3MiHM 3 OOKY KIITHH. [n vitro iMaTuHiO IpUTHIYYE Mpoidepariito i CTUMYIOE
aronTo3 y KIITHUHAX IUTYHKOBO-KHIIKOBOi cTpoMasibHOl myxymHU (I'ICT), mo BupaxaeThcs B
aKTUBalii Myrauii kit.

KoncturyruBHa aktuBaiis perentopa TOP a6o Ber-Abl npoTeiHTHPO3UHKIHA3Y € PE3yIbTaTOM
iHTerparnii 3 pisauMu OinmkamMu abo crumyisnii cuaTesy TOP, mo Oynu 3amydeHi y maToreHes
MDS/MPD  (MmienomucrmacTudHuX/MienonpodidpepatuBaux — 3axBopioBanb), [ EC/XEJI
(rinepeo3nHOUIBHOTO CHUHAPOMY/XpOHIYHOT eo3uHodiIbHOI neiikemii) i DFSP (Bununaroumnx
nepmatodiopocapkom). IMarunHi® mNpuTHIYYEe CUTHAT A0 mpoiidepamii  KIITHH, IO
CYIPOBO/IKYIOTh JIC3aKTUBOBAHUI TPOMOOIMTOPHHUI (aKTop pocTy Ta IisuibHicTh Ber-Abl
TUPO3UHKIHA3H.

EdexTuBHicTh JiKapcbkoro 3aco0y ImaTini0-Bicta 6a3yeTbes Ha 3BHUAHUX IeMaTOJOTIYHUX Ta
[UTOTCHETHYHUX JaHUX PIBHS BIAMOBIAI HA JIKYBAaHHS Ta TPUBAJIOCTI )KHUTTS O€3 MPOrpecyBaHHs
xBopoOu mpu XMJI, Ha 3BHUATHUX reMaTOJIOTIYHUX Ta IUTOTCHETUYHHUX JAHUX PIBHS BiAMOBII
npu Ph+I'JIJI, MDS/MPD (mienoaucruiacTHUHUX/Mi€TonpotidepaTUBHUX 3aXBOPIOBAHHSX) Ta
Ha oO0’extmBHuMX BignoBiggx mnpu [ICT Tta DFSP (HeonepabenbHi BUDHMparodii
nepmatodidopocapkomi, (dermatofibrosarcoma protuberans)).

Dapmaxokinemuxa.

His imaTuHiOy Oymna BHBYEHa NpH BBEACHHI B Jiama3oHi g03 Bix 25 go 1000 wr.
®dapMakokiHeTHYHI TIpodiii y Imia3Mi KpoBi aHamizyBaiu B 1 JeHb, a Takox Ha 7 abo 28 1cHb,
KOJIM OyJI0 TOCATHYTO PIBHOBAYKH1 KOHIIGHTpAIIi] Y T1a3Mi KPOBI.

Bcmoxmyeanns

Cepennst abcomoTHa 61070CTyNHICTh 1MaTUHIOY cTraHOBUTH 98 %. Cepex malli€HTiB
criocTepiranach BUpaxkeHa BapiabenbHicTh piBHA AUC imaruniOy y mia3mi KpoBi Mmicis
NepopasbHOro MpuiloMy Jikapcbkoro 3aco0y ImariniOG-Bicta. Skmo mikapcbkuil  3aci6d
npuiiMaii pa3oM 13 DKE 3 BHUCOKMM BMICTOM KHpY, pPiBEHb BCMOKTYBaHHS IMaTHHIOY
MiHIMaJdbHO 3MeHIryBaBcs (3MeHIIeHHs Ha 11 % Cpax Ta TOJOBXEHHS tmax Ha 1,5 ronuuu) i3
HezHauHuM 3MeHmeHHsM AUC (7,4 %) mOpiBHAHO 31 CTaHOM TpW TNpwiiomi HaTmie. Brums
paHillle TEepPEeHECeHOro XipypriyHOro BTPYYaHHS Ha [UIYHKOBO-KUIIKOBOMY TpakTi Ha
BCMOKTYBAHHSI JIIKapPCHKOTO 3aC00y HE BUBYAIIH.

Posnodin

3a maHuMu N VItro, mpu KJIHIYHO 3HAYYIIUMX KOHIEHTPAISX IMaTHHIOY HOro 3B’sS3yBaHHS 3
OlIKaMu TUIa3MU KPOB1 CTaHOBUTH 95 % (TOJIOBHUM UYMHOM 3 albOyMIHOM 1 KHCIUM ajbda-
TJIIKOMPOTEIIOM, HE3HAYHOIO MIPOTO 3 JITOMPOTETHOM).

Memabonizm

OCHOBHHMM IIUPKYJIIOIOYUM METabO0IITOM y JIOAUMHU € N-IeMeTuIb0BaHa MOX1AHA Milepa3uHy,
0 JEMOHCTpPYe iN VItr0 MOTYXHICTh, ONW3BKY JO TOTYXHOCTI IOYaTKOBOI PEUYOBUHU.
[TnasmoBa AUC nans uporo Mmeradoiity craHoBuUTh Tulbku 16 % AUC mns imaTtuHiOy.
3B’A3yBaHHs 3 OUIKaMu MIa3Mu KpoBi N-I€METHJIBOBAHOTO MeTaloJiTy € OJU3bKUM J10
3B’sI3yBaHHS MOYAaTKOBOi croyiyku. Imatuni0 Ta N-IeMeTwiboBaHUN MeTaOoNIT pa3oM
CKJafaoTh  npubmusHo 65 %  mupkymorouoi  pamioakTuBHOCTI  (AUC(0-48  ron))-
Pemrty nupkymatorouoi  pajioakTUBHOCTI  YTBOPIOIOTH YHCENbHI JAPYropsaHI METaboJiTH.
Pesynpratu in Vitro mokaszamu, mo CYP3A4 € oCHOBHUM IHOICHKHM (pepMeHTOM Piso, sikuii
Karanizye OiorpaHchopmariito iMatuHiOy. Ha maHeni MOTEHIIHHO B3a€MOMIIOYUX JIKAPCHKUX
3ac00iB (aneTaMiHO(eH, alUKIOBIp, AJOMYpUHOJ, aM(OTEpUIIMH, IHUTapadiH, epUTPOMILIKH,
(bayKOHA30J, TIAPOKCHUCEUYOBHHA, HOPQIIOKCAIIMH, TEHINWIIH V) TMO0Ka3aHo, IO TUTBKH
eputrpominuH (ICsg 50 mxmons) Ta dumykonazon (ICso 118 MKMOIB) ranbMylOTh MeTa0OMi3M
IMaTUHIOY, 1110 MOKE MaTH KIIIHIYHE 3HAYEHHS.

JoBeneHo, mo in Vitro iMatuHiO € KOHKYPEHTHHM IHTiOITOPOM MapKepHHX CyOCTpaTiB Juis
CYP2C9, CYP2D6 Ta CYP3A4/5. 3nauenns K; Ha "IOACHKHX TMEYIHKOBHUX MIKPOCOMaxX
cradoBwio 27, 7,5 ta 7,9 MkMonb/n BiAmoBigHO. MakcuManbHa TUIa3MOBa KOHIIEHTPALIiS
IMaTUHIOY y Malli€HTIB CTAaHOBUTH 2-4 MKMOJIb/J, TOMY MOXJIMBE TaJIbMyBaHHS MeTabo0Ii3My
OJIHOYACHO BBEJICHMX JIKapChKUX 3aco0iB, 1m0 MeTabomnizytoThes 3 yuactio CYP2D6 Ta/abo



CYP3A4/5. Jlikapcekmii  3aci6 ImatuniO-Bicta He mnepemkompkae OioTpanchopmarii
S5-propyparnuny, aine iHriOye MeTabomi3M TaKIITaKCely B pPe3ynbTaTi KOHKYPEHTHOTO
ranbmyBanHst CYP2CS8 (K = 34,7 mxmons). Take 3HaueHHs K € 3Ha4HO BUIIMM, HIK OUYiKyBaHa
MJI1a3MOBa KOHIICHTpaIlisg iMaTHHIOY Yy MaIieHTiB, TOMY HEMa€ ITiJICTaB OYiKyBaTH B3a€EMOJIIi TpH
OJTHOYACHOMY BBE/ICHHI S-(pTopypaumity abo makiiTakcery 3 iMaTuHIOOM.

Buseoenns

ITicis 1epopasbHOTO 3aCTOCYBAHHS MIYCHOrO PagioaKTHBHAM i30TomoM ~'C  iMaThHiOy
npubau3Ho 81 % 103U BUBOAMTHCS MPOTAroM 7 AHIB 3 KajmoM (68 % mo3um) ta ceuero (13 %
703M). Y HE3MIHCHOMY BUTJISII BUBOJIUTHCS MpuoOIu3Ho 25 % no3m (20 % 3 kamom Ta 5 % i3
cedyero).  Pemra  mikapchbkoro  3aco0y  BUBOAMTBCA Yy BUINIAAI  METaOOJITIB.
Inasmosa ¢apmaxokinemuxa

[Ticns mepopaibHOrO BBEACHHS 3J0POBHM JIOOPOBOJIBISIM IIEPIOJ HAIMIBBUBEACHHS (t1/2)
CTaHOBUB NpUOIU3HO 18 TOAMH, IO CBIIYUTH HA KOPUCTH MPHHOMY JIKApChKOTO 3ac00y OJMH
pa3 Ha n00y. 3pocranHs cepeanboro 3HadeHHss AUC npu 301IbIIEHH] JA03W MaJIo JIHIHHUH 1
JIO30TIPOTIOPIIHHMNA XapakTep y mianazoHi Big 25 mr mo 1000 mr imartuniOy micis mpuiioMy
BHYTPIIIHKO. 3MiH Yy KiHETHIl IMaTHUHIOYy IMICJIsi TOBTOPHOT'O BBEJEHHS HE CIIOCTEPIranoch, a
HakormuyeHHs Oymo y 1,5-2,5 pasa OiunpmuM y CTaHi piBHOBaru NpU BBEJICHHI JIIKapCHKOTO
3aco0y oJuH pa3 Ha 100Yy.

Dapmakokinemuka y nayicHmié 3i  ULIYHKOBO-KUWKOSUMU CMPOMANLHUMU — NYXAUHAMU
VY maiieHTiB 31 HUTYHKOBO-KHIIKOBUMHU CTPOMAJIbHUMHU MyXJIMHAMU eKcro3ullis Oyna y 1,5 pasza
BUIIOIO, HIX y XxBopux Ha XMJI mpu 3actocyBanHi Tiei x camoi no3u (400 mr Ha 100Yy).
Ha miacraBi nonepeanboro anamnizy papMakoOKiHETUKH AJIs MALI€HTIB 31 IITYHKOBO-KUIITKOBUMU
CTPOMAJbHUMHU IyXJHHAMH OYJIO BCTAHOBJICHO TpHU 3MIHHHX (anbOyMiH, JIEHKOIMTH Ta
OuipyOiH), 10 Malld CTATUCTUYHO 3HAUYIIMH B3a€MO3B’A30K 3 (hapMaKOKIHETUKOIO iMaTHHIOY.
3HWKEHHS PiBHS adbOyMiHYy MPHU3BOIWIO A0 3MeHIIeHHs kiipency (CL/f), a Takox 10 Ouibmn
BHCOKOTO DIBHS JIEHKOIUTIB, 10, 31 cBOro Ooky, mpusBeno no 3meHmeHHs CL/f. Omgnak i
MOKAa3HUKH HE € JOCTaTHhO 3HAYyIli, 00 KOpUTYBaTH AO3U. Y W€l Kareropii mamieHTIiB
HAsBHICTh METACTa31B y IMEYiHIl MOTEHLIHNHO MOXKE MPHU3BECTH A0 MEYIHKOBOI HEIOCTATHOCTI 1
3HUKEHHST METaboI13My.

Dapmakokinemuka 8 0COOIUBUX 2PYNAX NAYIEHMIB

Pesynbratu momynsiiiHOTO (H)apMaKOKIHETUYHOTO aHaMI3y JaHUX IIOA0 marieHTiB 13 XMJI
NOKa3aJli He3HAYHUH BIUIMB BiKy Ha 00’eM po3nofiny (36inbmeHHs Ha 12 % y maiieHTiB BIKOM
> 65 pokiB). Lls 3MiHa He BBakaeTbCs KIIHIYHO 3HAUYIIOK. byno BiJ3HaU€HO BILJIMB MAcH Tula
Ha BEJIMUMHY KIIIpEHCY iIMaTHHIOY: HalpuKiall, y nauieHTa 3 Macoro Tifa 50 Kr cepeHiil kiipeHe
3a MiJipaXyHKaMu CTaHOBUTUME 8,5 JI/TOJ, TOA1 K JUIsl maiieHTa 3 Macoro Tuta 100 kr kiipeHc
nigsunmTbes 10 11,8 m/rox. 1li 3MiHKM HE € MOCTaTHBOIO MiACTABOIO Ui KOPEKIlii JO3H, II0
Oa3yeThcs HA Maci Tina narieHTa. apMakokiHeTHKA IMATHHIOY HE 3aJIeKUTh TAaKOX BIJ] CTaTI.
Dapmarokinemuxa y oimeti

Sk 1 y nopocnux mNali€HTiB, IMaTUHIO y JiTell IMIBUIKO BCMOKTYETHCS IMICIS TNpUIOMY
BHYTpilIHbO Yy fociipkeHHsax I ta I ¢aszu. 3acrocyBanus aitam 260 Mr/m? Ha no0y 1 340 mr/m’
Ha 100y Mae Take X KiiHIuyHe 3HadeHHs, sk n03u 400 mr 1 600 Mr s 1OpOoCiauX Malli€HTIB.
IMopiBusinHs AUC g4y Ha 8-i1 1 1-#1 nenb 3actocyBanHs 340 MI/M° Ha 100y BUSBHUIIO KyMYJISIIIO
B 1,7 pa3a miciisi MOBTOPHOTO 3aCTOCYBAHHSI.

Ha ocHoBi y3aranbHeHOro (papMakoKiHETUYHOTO aHalli3y MOMYJALIN AiTeH 13 TeMaToNI0r T YHUMHU
poznagamu (XMJI, Ph+I'JIJI abo iHImII reMaTosoriyHi po3niaau, AKl JIKyBaJlucs iMaTHUHIOOM)
OyJ10 BCTaHOBIIEHO, 1110 KJIIPEHC IMAaTHHIOY MiABUIIYETHCS 31 301IbIIEHHSM IIJIOIII TOBEPXHI Tija.
[Ticnst kopuryBaHHsI BIUIMBY IUIOIII MTOBEPXHI TUIa 1HIIT (aKTOpH, Takl sIK BiK, Maca Tija, 1HAEKC
Macu Tijda, HE MalTh KIIHIYHO BaXJIMBOIO BIUIMBY Ha eKCIO3ULII0 IMaTHHIOY.
AHai3 NiATBEp/UKYE, 110 €KCIO3UIlls IMaTUHIOY y JiTel, siki npuitmanu no3y 260 Mr/M° OfMH
pa3 Ha 100y (0e3 mepeBmmieHHs go3u 400 mr omuH pa3 Ha A00y) abo 340 mr/m® (6e3
nepeBuiieHHs 1031 600 Mr oauH pa3 Ha 100y), Oyia moaidHa A0 Takoi y JOPOCIHX Malli€HTIB,
K1 npuiiManu iMmaTuHi0 y 1031 400 mr abo 600 Mr oauH pa3 Ha 100y.



Topywenns ¢hynxyii opearis

ImaTuHI6 Ta Horo MeTaboIiTH HE3HAYHOIO MIPOIO BUBOAATHCS HUpPKaMH. [lamieHTH 3 TerkuMu 1a
NOMIPHUMH MOPYIICHHSMH (YHKIIi HUPOK MAlOTh BUILY IJIA3MOBY €KCIO3UIIO0, HIXK MAII€HTH 3
HOPMAJIbHOKO (DYHKIIIEI0 HUPOK. 3pOCTaHHS CTAaHOBHUTH MPUONM3HO 1,5-2 pasw, 10 BiAMOBIiIa€E
migBumeHHo y 1,5 pasza piBHS anbda-riikonpoTeiHy IUTa3MH, 3 SIKUM 3HA4HOIO MipOIo
3B’s13yeThes iMaTUHIO. KitipeHe iMmaTuHIOy €, KMOBIpHO, OJIM3bKUM 3a 3HAYCHHSM Y TAIIE€HTIB 13
HUPKOBOIO HEIOCTATHICTIO Ta HOPMAJIBbHOIO (PYHKIIIEI0 HUPOK, OCKUIBKA HUPKOBA EKCKpPELis €
JIPYTOPSTHUM IUISXOM BUBEICHHS IMaTHHIOY.

Xoua pe3ynbTaTé GapMaKOKIHETHYHUX aHAJI31B TOKa3aJId, IO ICHYIOTh 3HAYHI Bapiallii BIUIUBY,
CepelHiil BIUIMB IMaTWHIOY HE 30UIbIIYBaBCS y TMAIlI€EHTIB 3 PI3HUM CTYIEHEM IE€4iHKOBOI
TUCQYHKIIT TOPIBHIHO 3 MALI€EHTaMHU 3 HOPMAJIBHOIO (PYHKIIEIO TIEUiHKH.

Kuiniuni xapakrepucTuKku.

Iloxazanns.

JlikyBaHHS:

— JopocnMX Ta AiTell 3 ymepiie JiarHOCToBaHOK mosuTuBHOW (Ph') (3 HasBHicTIO B
neiikoruTax (inanenbdiicekoi xpomocomu (ber-abl)) XpOHIYHOIO Mi€NIOITHOIO JIEHKEMIEO
(XMJI), nnst sIkuX TpaHCIUIAHTAIllsl KICTKOBOTO MO3KY HE PO3TJISAAEThCS SK IMepIa JiHis
Tepamii;

—  gopocmux Ta giteit 3 Ph*™-XMJI y xpowiuniii ¢asi micns meBmanoi Tepamii inTepdeponoM
anbda abo y ¢asi akcenepaiiii, a6o y $a3i 01acTHOT KpH3U 3aXBOPIOBAHHS;

— y CKJIaJl XiMioTeparnii JOpOCIuX Ta JIITeH 3 ynepile AiarHOCTOBAHOIO MTO3UTUBHOIO TOCTPOIO
nimpoobnactaoro neiikemiero (Ph+IJUJI) 3 nHasBHicTIO B JselikonuTtax (inagenbdiicbkol
XPOMOCOMHU;

— K MOHOTEparisi JOPOCIUX MaIli€HTIB 3 rocTporo JiMdoomactHowo seiikemiero (Ph+IJLUT) y
CTafil penuanBy ado siKa BAXKKO IMiJA€THCS JIIKYBaHHIO;

—  JIOpOCJMX MAIIEHTIB 13 MI€JIOIUCIIACTHYHUMU/MI€TIONpoTihepaTUBHUMH 3aXBOPIOBAaHHSAMU
(MDS/MPD), noB’si3anumMu 3 nepe0ynoBOI0 T'€Ha perentopa TpoMOOIHUTapHOro (axTopa
pocty (TDP);

— gopocnux i3 rinepeo3uHo¢pinsHUM cuHapomMoM (I'EC) Ta/abo XpoHIYHOIO €03MHO(IIBHOIO
neiikemiero (XEJI) 3 nepedynosoto renis FIP1L1-PDGFRao.

Edexr Bim 3actocyBaHHs IMaTHHIOY HpHM TpaAHCIUIAHTALli KICTKOBOTO MO3KY HEIOCTATHHO

BUBYECHUU.

ITokazanui TakoX JUIS:

— gmikyBaHHS jgopociux namientiB 3 Kit (CD117)-mo3uTUBHUME HeomnepaOenbHUMH Ta/abo
METACTATUYHUMH  3JIOSIKICHUMHU TaCTPOIHTECTUHAIBHUMU CTPOMAJbHUMH  TyXJIMHAMU
(T'ICT);

— aX’IOBaHTHOI Tepamii JOpPOCIMX MAIl€HTIB, y SKHUX ICHYe BHUCOKMHM pusuk peunauBy Kit
(CD117)-no3uTUBHHX 3JOSIKICHUX TacTpOiHTeCTHHANBbHUX cTpoManbHux mnyxiuH (['ICT)
micns pesekuii. IlarieHTH, y sSKUMX iCHye HHM3bKMH a00 MIHIMAJbHHHM pPU3HMK, MOXYTb He
OTPUMYBATH aJ]’ IOBaHTHY TEPaIliio;

—  JIKyBaHHS JOPOCIUX MAIlIEHTIB 3 HeomepabeIbHOK BUITMHAIOUOIO 1epMaTohiopocapKkoMoro
(dermatofibrosarcoma protuberans (DFSP)) Ta mopociux Nali€eHTIB i3 PENUANBYIOYOIO
Ta/abo MertactaTuaHOIO nepMaTodiopocapkomoro (DFSP), siki He MoxyTh OyTH BHIalieHi
XIpypriyHUM HUIAXOM.

Ilpomunokaszanna.
['inep4yyTnuBIiCTh A0 A11040i peyOBHHH ab0 0 OyAb-SIKOTO 1HIIOIO KOMIIOHEHTA JIIKapChbKOTO

3aco0y.

B3aemodia 3 inwiumu nikapcoKumu 3acovamu ma inuwii 6u0u 63a€mMooiil.



JlikapchKi 3aco0M, 110 MOXKYTh TiABUINYBATH KOHIICHTPAINIO iMAaTHHIOY Vy Tjaa3Mi KpOBI
Jirodi pe4oBUHH, 10 1HTIOYIOTH akTHBHICTH 130(pepmenTiB CYP3A4 cucremu mutoxpomy Pgsg
(HampuKJIaa 1HIUHABIP, JOMiHABIp/PUTOHABIP, CaKBiHABIp, TENAINPeBip, HendinaBip, Oouenpesip;
OPOTUrpUOKOBl  IpenapaTH, BKIIOYAIOYM  KETOKOHA30J,  I1TPaKOHA30J,  I103aKOHA301,
BOPUKOHA30J; MAaKpOJiAW, TaKi SK EPUTPOMIIUH, KIAPUTPOMIIMH, TEIITPOMILKUH), MOXKYTh
3HMKYBaTH MeTa0oJi3M 1 MIJBUINYBaTH KOHIEHTpaWil0 IMaTHUHIOY y IUIa3Mi  KpOBI.
Criocrepiraiocsi 3Ha4He MiABUIICHHS MOKa3HUKIB (cepente Cpax 1 AUC imatuniOy — Ha 26 % 1
40 % BIAMOBIIHO) Yy 3A0POBHUX JOOPOBOJBIIB MPU MPU3HAYECHHI IMATHHIOY OJHOYACHO 3
pa3oBoio0 103010 KerokoHaszony (imriditop CYP3A4). Cuix 3 oO0epexHicTIO NpU3HAYaTH
ImaTini6-Bicta ogHouacHo 3 iHri0iTopamu CYP3A4.

Jlikapchki  3aco0M, 1[0 MOXKYTh 3HIDKYBATH KOHLEHTPAIUO IMaTuHIOY V 1j1asMi  KpOBI
Hirodi peyoBuHHU, 10 € iHAyKTOopamMu akTuBHOCTI CYP3A4 (Hanpuknam aexcaMeTas3oH,
¢eniToin, kapbamasenin, pudamminut, perobapoditan, GocdeniToin, npuminon adbo Hypericum
perforatum, Bizomuii Takox sik cycino CB. J[)koHa), MOXKYTh 3HAYHO 3HM)KYBATH KOHIICHTPALIIIO
iMaTuHIOy y Ta3Mi KpOBi, MOTEHUIMHO MiJBUIIYIOYH PHU3UK HEE(EKTUBHOCTI JIKyBaHHS.
[Tpu nonepenHbOMy NMpU3HAYECHHI OaraTopa3oBux 103 pudammninuny (mo 600 mr) 3 mogaabmuM
pa3oBHM TPU3HAYEHHSM JIiKapcbkoro 3aco0y Imartini6-Bicta y mo3i 400 mr cmocrepiranocs
3HIDKCHHS MaKCHUMaJIbHOi KOHIEHTpaIlii (Cmax) 1 IUIONI MiJ KPUBOK «KOHIIEHTpAIlis-4acy BiJ
0 10 o (AUC..) Ha 54 % 1 74 % BIANOBIAHO TOPIBHSHO 3 BiIIOBIIHUMH TOKa3HUKAMH TIPH
pexxumi 06e3 mpuszHaueHHs pudamminuny. [logi6H1 pe3ynbTaTd CHoCTepiraiuch y MaIi€HTIB 31
3MIOSIKICHOIO ITyXJIMHOIO - TJIOMOIO, sIKi mpuiimManu ImaTiniO-Bicta mim 9ac 3acTocyBaHHS
€H3UMIHYKYIOUUX MPOTHEMUICITUYHHUX MpenapaTiB, TakuxX SK KapOamaseriH, OKCKaba3eriH Ta
¢enitoin. [Tokazauk AUC imatuHiOy y 1uia3mi KpoBi 3HIKYBaBcs Ha 73 % TOPIBHSIHO 3 TAaKUM Y
MAI[IEHTIB, 1110 HE MPUHMAIIA H3UMIHIYKYIOUUX MPOTHENISNTUYHUX TpenapariB. CiiJl yHUKaTH
OJTHOYACHOTO 3acTOCYBaHHS pHudamminuHy abo iHmuX noryxHux iHaykTtopiB CYP3A4 Ta
iIMaTuHIOY.

Jlixapcoki 3acobu, KoHyeHmpayis AKux y naa3mi Kpogi Moxce 3MIHI08AMUC NPu 3acmocy8aHHti
JiKkapcovko2o 3acoby Imaminioy-Bicma

Imatuni6 minBumnye cepenne 3HadeHHS Cmax 1 AUC cumBactatuny (cyoctpat CYP3A4) y 2 i
3,5 pasa BignoBiaHO, 110 BKazye Ha iHTi0init0o CYP3A4 imatuni6oM. Tomy crif 3 00epekHiCTIO
npu3HayvaTy Jikapcbkuit 3acid Imarini0-Bicra 1 cyOctpatu CYP3A4 3 By3pkUM TepaneBTUYHUM
BIKHOM (HampuKjaX, LHUKIOCIOPUH abo MIMO3MJI, TaKpOJIIMYC, CHUPOJIMYC, €prorami,
nieprorami, (peHTaH1, andeHTanii, TeppeHaant, 60pTe3oMil, T0IeTaKce, X1HIIUH).
Jlikapcekuit 3aci6 ImaTiHiO-BicTa MOKe MiBHUIYBATH KOHIEHTPALIIO y IJIa3Mi KpPOBI 1HIIMX
JIKapchbKUX 3aco0iB, mo Merabomizyrotbesi CYP3A4 (Takux sk Tpua3oi00eH30/1a3€eliHuy,
JTUTIIPOMIPUANHOBI OJOKAaTOPH KalbllieBUX KaHaliB, meBHi iHridbiropy HMG-CoA-penykrasu,
30KpeMa CTaTHHH).

Yepe3 BiAOMHUI MiABUIIEHUH pPHU3MK KPOBOTEUl Yy 3B’A3KY 13 3aCTOCYBaHHSAM IMaTHHIOY
(remoparist) maii€HTH, K1 MOTPeOYIOTh 3aCTOCYBAaHHS aHTUKOATyJISHTIB, TOBUHHI OTPUMYBaTH
HU3bKOMOJIEKYJISIpHUI a00 cTaHIapTHUI renapuH, a He MOXIJHI KyMapuHy, Taki K BapgapuH.
In vitro Imatini6-Bicra inriOye axTtuBHICTH i30eH3uMy CYP2D6 1mroxpomy Pasp mpu
KOHIIEHTpAIlIAX, MOAIOHUX O TUX, IO BIUIMBaOTh Ha akTuBHICTH CYP3A4. ImaTuni6 y mo3i
400 mr 2 pa3u Ha 100y BusBisie iHTiOytounii BrumB Ha CYP2D6-omocepeakoBanuii MeTaboIi3m
Mmerorponony 3 minBUIIEHHAM Cpax 1 AUC wmerompomony mnpubmuszHo Ha 23 % (90 %
I [1,16-1,30]). Kopexkriist 1031, 04eBHIHO, HE TOTPiOHA TIPH OTHOYACHOMY BBEICHHI IMAaTHHIOY
ta cyoctpatie CYP2D6, mporte pekomeHayeTbesi obepexHicTh monao cyocrparie CYP2D6 3
BY3bKHM TEpParieBTUYHUM BIKHOM, TAaKHX SIK METOMpOJIoN. J[js mami€eHTiB, Kl 3aCTOCOBYIOTH
METONPOJION, CIi/I PO3MJISHYTH MUTAHHS 1010 KJIIHIYHOTO MOHITOPHUHTY.

In vitro m;ikapcekmii 3aci6 Imarini0-Bicta inridye O-TIIOKYpOHIZAIliio  MapaneTamory
(Ki 58,5 mkxmoznb/m). Take raapbMyBaHHS HE CIOcTepiraioch IN Vivo micns BBegeHHs 400 mr
npenapaty IMarini6-Bicta ta 1000 Mr mapameramoiy. 3acTocyBaHHsI BUCOKUX 103 ImartiHiOy-




Bicra Ta maparieramony He BUBYAIM. TakuM YMHOM, MPU OJHOYACHOMY 3aCTOCYBAaHHI BUCOKUX
1103 Jikapcekoro 3aco0y ImatiniOy-BicTta Ta mapameramony HE0OXiTHA OOEPEKHICTD.

VY mamieHTiB MICHA THPEOiNeKTOMIi, SIKi NMPHIMAIOTh JIEBOTUPOKCHH, IUIa3MOBA EKCIIO3UINsS
JIEBOTUPOKCUHY MOJKE 3HIDKYBATHCS IIPH OJJHOYACHOMY BBEJICHHI JIIKapchKoro 3aco0y ImaTiHiO-
Bicra. ¥V Takux BUNajKax peKOMEHAYETbCsS 00epexkHICTh. OTHAK MEXaHI3M BHUSBIICHOT B3aeMOIil
Ha JJaHUN Yac HEBITOMUIA.

IcHye KIIHIYHHMHA JOCBiJI OJHOYACHOTO 3aCTOCYBaHHS JIiKapchbkoro 3aco0y Imarini6-Bicra 3
ximiorepanieto mamientam 3 Ph+IJIJI, anme xapakTepucTHKH B3aeMoJii MK JIKapCHbKUMHU
3acobamu JuIg  iMaTHHIOY Ta XIMIOTEpameBTHMYHHX PEXHMIB HEIOCTaTHHO BHU3HAUYCHI.
MOo>XyTh TOCHITFOBATHCS TIOOIYHI sIBUIA IMAaTHHIOY, a caMe TemaToTOKCUYHICTh, MIEIOCYIIpECis
a0o 1HIII; MOBIAOMIISIIM TaKOX, L0 OJHOYACHUH mpuiioM L-acmapariHasu Mo)ke MOCHIIIOBATH
TOKCUYHUHN BIUIMB HA MEUYiHKY. TakKMM YMHOM, 3aCTOCYBaHHS JiKapchKkoro 3aco0y Imatini6-Bicrta
y cKJIaJi KoMOiHaIii BUMarae 3ano0iKHUX 3aXO0/IiB.

Ocobueocmi 3acmocy8amnns.

[Ipu nmpuszHaveHHi Jikapcbkoro 3acod0y ImariHiO-Bicta omHOYacHO 3 IHIIMMH JIIKAPCHKUMHU
3acobamMy icCHye MOTEHUIHHUN pu3uk B3aemonii. Ciig Oyt 0OepeKHMMH TpU 3acTOCYBaHHI
Jikapcekoro 3aco0y Imarini®-Bicta 3 iHriGitopamu mpoteasu, a30JbHUMHU MPOTUTPUOKOBUMHU
3aco0amu, MEIKUMHU MakpoiigaMu (AuB. po3ain «B3aemomis 3 IHIIUMH JIIKapCHKUMHU 3ac00aMu
Ta 1HIII BUIM B3aeMOii»), cyoctpatamu CYP3A4 3 By3bKHUM TepaneBTUYHUM BIKHOM (TaKHUMH
SK IMKJIOCTIOPWH, ITMO3UJ, TaKpOJIMYC, CHPOJIMYC, €proTamiH, JIieproramid, (eHTaHin,
andenTaniy, teppeHaauH, OopTe3oMiO, momerakcen, XiHiAuH) abo BapdapuHOM Ta IHIIUMH
MOXITHUMH KyMapHuHy.

[Ipu omHO4acHOMY BBeIEHHI IMaTHUHIOY 3 JiKapcbKUMH 3acobamu, mo iHAYKyioTh CYP3A4
(Hampukiaa, 3 JeKcaMeTa3oHoM,  (eHiToiHOM,  KapOamasemiHoM,  pudaMIIIHHOM,
dbenobapOitaroM abo 3BipoOOEM 3BUUANHUM), €KCIIO3UIIIA JIiIKapchKoro 3aco0y Imarini0-Bicra
MOXKE 3HAYHO 3MEHIIYBATHCS, IMOTCHLIHHO WiABHIIYIOYH PH3UK Hee()EKTHBHOCTI Teparii.
TakuM 4YMHOM, OJJHOYACHOTO 3acTocyBaHHs cuibHUX 1HAYKTOpiB CYP3A4 Ta imaTuHiOy ciix
YHUKATH.

T'inomupeos

KniniyHi BUMagku rinotupeo3y Oyiu 3apeecTpoBaHl y MAIIEHTIB MICHAsS THPEOINEKTOMIi, fKi
OTPUMYIOTh 3aMICHY TEpaIilo JIEBOTUPOKCHHOM, IiJI 4ac 3aCTOCYBaHHS JIIKapChbKOIO 3aco0y
ImaTini6-Bicta. ¥ Takux mMaii€eHTIB CJiJl PETETbHO KOHTPOJIOBATH PIBEHH THUPEOTPOITHOTO
ropmony (TTI).

I'enamomoxcuunicmo

Mertabo:mi3m Jikapcebkoro 3aco0y ImartiniG-BicTa 371iiCHIOETBCSI B OCHOBHOMY Y MEYiHII 1 JIMIIe
13 % w™erabomi3yeTbcsi HUpPKaMU. Y TAIIEHTIB 13 TICUIHKOBOK JUCQYHKINER (JIETKOTO,
HOMIPHOTO a00 TSKKOTO CTYIEHsI) CJIiJ] peTebHO MEepeBIpsITH MOKa3HUKH nepudepruyHoi KpoBi
Ta neviHkoBuX (epmenTiB. Ciix MaTu Ha yBasi, mo namientu 3 I'ICT MoxyTh MaTh MeTacTasu y
HEYiHKYy, I[0 MOXe€ MPU3BECTH J0 MEYiHKOBOI HeaocTaTHOCTI. CHOCTepiraiaocs YIIKOMKEHHS
NEYIHKH, BKIIIOYAIOYM MIEUIHKOBY HEJAOCTAaTHICTh Ta HEKpO3 NediHku. [Ipu koMOiHOBaHiH Tepanii
JiKapchkUM 3acoboMm ImatiniOG-Bicta 3 BHCOKMMHM [103aMM XIMIOTEpalneBTUYHHUX IpenapaTiB
crocrepiraiaucst cepilo3Hi mnopymeHHs ¢(yHKuii nediHkud. CiiJl perenbHO KOHTPOJIIOBATH
(GYHKILIIO0 MEYIHKU y 3B’S3KYy 3 THM, 110 IMAaTHHIO pa3oM 3 XiMIOTepami€ro MOKe CIPUUUHUTH il
TUCHYHKITITO.

3ampumxa piounu

[Ipo Bumaaxu BUpakeHOi 3aTPUMKHU PIAMHU (TUIEBpalIbHHUI BUIIT, HAOpSAK, HAOpPSAK JIET€HIB,
aCIIUT, IOBEPXHEB1 HAOPSIKM) MOBIIOMIISITN MPUOIU3HO Y 2,5 % MallieHTIB 3 yrepiie BUSIBICHOO
XMJI, sxi 3actocyBanu imMaTuHIO. TOMy pEeKOMEHIYETHCS PETYISIPHO TEPEBIPSITH Macy Tiia
HamieHTiB. Y pasi panToBOro MIBHJKOTO 30UIbIIEHHS MacH Tila CIiJ MPOBECTH peTelibHE
oOCTeXEeHHsI TallleHTa 1 TMpu HEOoOXIAHOCTI NPHU3HAYMUTH BIANOBIAHI MIATPUMYIOUl Ta
TepaneBTHYHI 3aX0Ju. Y Mpoleci KIHIYHUX JOCTIKeHb CIocTepiraigacs MiJBUIIEHA 4acToTa



TaKUX BUIAJKIB Yy TAI[IEHTIB JITHHOTO BiKYy Ta MAI[I€HTIB 13 CEPLIEBO-CYAUHHIUME XBOpOOaMH B
anamHe3l. ToMy peKOMEHAYeTbCS OOCPEKHICTh IIOAO TAII€HTIB 13 AUCHYHKIIEI CepIis.
Tayienmu 3 x6opobamu cepys

Crig peTenbHO CIIOCTepiraTv 3a MalieHTaMH 3 XBopoOaMu ceplis, pakTopaMu pU3HKY CepleBOi
HEIOCTaTHOCTI a00 HUPKOBOIO HENOCTaTHICTIO B aHamHe3i. [lamienTiB 3 Oyap-IKUMHU O3HAKaMU
Ta CHUMITOMamu, IO CBiAYaTh MPO cepleBy a00 HUPKOBY HEAOCTATHICTb, CIiJ PETEIbHO
OOCTEXUTH Ta MPU3HAYUTH BiIMOBIIHY Teparilo.

VY mnamienTiB 13 rinepeo3unodpinsHuM cuaapoMoM (I'EC) 3 mpuxoBanorw iHdiasTpamiero 'EC-
KJIIITHH Y MIOKap/ii CIIOCTEePIraaucs MOOJUHOKI BUMIAJAKH KapJiOT€HHOTO IOKY/JIiBOILTYHOUYKOBOL
nuchyHkiii, sski Oynu o’ si3ani 3 ['EC-nerpanynsiiero KIiTHH 0 MOYaTKy Teparii iMaTHHIOOM.
L1i s;Buma Oynu 060pOTHUMH TPU 3aCTOCYBAaHHI CUCTEMHHUX CTEpOiNiB, 3aXO0/IB Ui MIATPUMKHU
KpOBOOOIry Ta TAUMYacoBoOi BiagMiHu iMaTuHiOy. [10614HI peakitii 3 60Ky ceplls Mpu 3acCTOCYBaHHI
iMaTHHIOY criocTepiranucs HedacTo. J[o moyaTky Tepamii CiiJl peTeIbHO OI[IHUTH KOPUCTH/PU3UK
tepanii imarunibom y monymsauii ['EC/XEJL.  Mienogucnnactuani/mienonpoiidepaTuBHi
3aXBOPIOBAaHHS 3 TEHHUM peaparKyBanHsM PTOP, moxnuBo, Oynu 1moB’s3aHi 3 BUCOKUM PiBHEM
eos3uno¢uiB. Ilamienram 13 'EC/XEJI ta namientam i3 MDS/MPD, mo moB’s3aHi 3 BUCOKUM
piBHEM €03MHOQTIB, 0 MOYATKy Tepamii iMaTuHiOOM HeoOXilHa KOHCYJbTAIlis KapAionora,
INPOBEJCHHS €XOKapAiorpaMd Ta BHU3HA4YCHHsS PIBHS TPOIMOHIHY CHPOBATKH  KPOBI.
SIKIIO crIoCcTepiraloThCsl MaTOJIOTIUHI peakiiii, peKOMEHIYEThCS CIIOCTEPEKEHHS KapJiojora Ta
npo(dilakTUYHE 3aCTOCYBaHHS CHCTEMHHUX cTepoimiB (1-2 wmr/kr) mpotsroMm 1-2 THXKHIB fK
CYITyTHS 3 IMaTHHIOOM Tepariisi Ha eTarli o4aTkoBoi (a3u JiKyBaHHS.

LInynrxoeo-kuwikosi kpogomeui

VY mpormeci AOCTIDKEHb y TAIieHTiB 3 HeonepabenpHuME Ta/abo MeractatmunuMu ['ICT Oymm
3apeecTpoBaHl IUTYHKOBO-KHILIKOBI Ta IHTpPaTyMOpalibHI KpoBoTedi. Buxonsum 3 HasBHUX
JAHWX, BIICYTHI (aKTOPH CXWIBHOCTI (HANPHUKIAA, PO3MIp MyXJIMHM Ta ii JOKaji3aris,
MOPYILIEHHSI 3TOPTaHHS KpoOBi), sIKi O 30UIbLIyBald PHU3UK BUHUKHEHHSA OYyIb SKOTO THILY
kpoBoreui y mamieHTiB i3 ['ICT. Ockiibku 30UTBIIICHHS KPOBOMOCTAYaHHS 1 CXWIBHICTH JIO
KpPOBOTEYl € YaCTHHOIO KJIIHIYHOI KapTuHU Ta KiiHiuHoro nepediry ['ICT, cmig 3actocoByBatu
CTaHJAPTHY MPAKTHKY 1 MPOLEAYPH JJIsI MOHITOPHUHTY Ta BEICHHS BCIX XBOPHUX 13 KPOBOTEUEHO.
JonatkoBo Oyiu MOBITOMIIEHHS MPO CYAMHHI €KTa3ii acTpaJbHOTO BIAAUTY NUIYHKA SK PILAKY
NPUYMHY [UTYHKOBO-KHIITKOBHX KPOBOTEY IIiJ] Yac MOCTMApKETHHTOBOTO CIIOCTEPEIKEHHS Y
nanieHTiB 13 XMJI, T'JUJI ta iHmMMU 3aXBOPIOBaHHSAMHU. Y pa3i MOTpeOU MOKHA PO3IJISHYTH
NUTaHHS  NpO  MNPUIMHEHHS  3aCTOCYBaHHS  JKapchbkoro  3aco0y  ImatiHi6-Bicra.
Cunopom nisucy nyxauHu

VY 3B’S3Ky 3 MOXKJIMBUM BHHUKHEHHSIM CHHAPOMY JI3HCY MyXJIWHU PEKOMEHAYETHCS KOPEKITis
KJIIHIYHO BUPAXEHOI Jerigparaiii Ta BUCOKMX pIBHIB CEYOBOI KHCIOTH JI0 MOYATKy Teparii
JikapcbkuM 3acobom Imartini6-Bicra.

Peaxmusayisn cenamumy B

- PeaktuBariis renarutry B y maiieHTiB, SKi € XpOHIYHUMHU HOCISIMU I[LOTO BipyCy, BijOyBasacs
HiCJIs TOTO, SIK 111 MaIieHTH oTpuMyBaiu iHridiropu BCR-ABL-Tupokinasu.

- ¥V JesKkuX BUMAAKaxX I€ CIPHYUHSIO TOCTPY IIEYiHKOBY HENOCTATHICTh a00 TemaTuT 3
(GyabMIHAHTHUM mepediroM, M0 BUMAaraio TPaHCIUIAHTAIll Me4iHKH a0o MPU3BOJIWIO [0
netanpHUX Hachiaki. [lepen modaTkoM JiKyBaHHS MAlEHTIB HEOOX1AHO OOCTEXHUTH Ha
HasiBHICTE HBV-iH(ekii.

- [lepen mouyaTkoM JiKyBaHHS MAIli€EHTIB 3 MO3UTHUBHOIO CEPOJIOTIYHOIO PEaKIliel0 Ha renatut B
(BKJIFOYAIOYM TMAIIEHTIB 3 XBOpPOOOIO B aKTWUBHIN (ha3i) Ta NAalli€HTIB, y SKUX BH3HAUEHa
HasBHiCT HBV-indexmii, cmig HampaBUTH Ha KOHCYJIbTAIIE0 10 1H(MEKIIOHICTIB Ta
rernarojioriB, sIKi MaroTh JOCBiJ JikyBaHHS rematuty B. HociiB Bipycy remaruty B, ski
noTpeOyIOTh JIIKYBaHHs JIIKapchKuM 3aco0om ImatiHiO-Bicrta, cimig peTenpHO TepeBipsATH Ha
O3HAKU aKTUBHOI iH(]eKIiT renatuty B mijx yac nikyBaHHS Ta MPOTATOM JEKITbKOX MIiCSIIB MiCIs
3aKIHYEHHS Teparlii.

DomomokcuuHicmo



HeoOxinmHo yHuMkatu abo MiHIMI3yBaTH BIUIMB MpPSIMHUX COHSYHHUX IIPOMEHIB 4Yepe3 pU3HK
(OTOTOKCHMYHOCTI, TIOB’sI3aHOiI 3 mNpuidoMoM  imaTuHIOy. [IlamieHTIB  ciig  HaBYHUTH
BUKOPUCTOBYBATH TaKi 3acO0M $K 3aXMCHUH OJAT Ta COHIIE3aXMCHUH KpeM 13 BUCOKHM
koedirieaToM constuHoro 3axucty (SPF).

Tpombomuyna mikpoanzionamisi

3actocyBanns  iHriOiTOpiB BCR-ABL-THpOKiHa3u  acomiioBajioch 13  TPOMOOTHYHOIO
Mmikpoanrionariero (TMA), BKIIO4atouu OKpeMi MOBIJOMIICHHS, IPH NMPUHAOMI IMaTHHIOY (ZIUB.
po3ain «lloGiuHi peakiiii»). SKIIO y Mami€eHTIiB, SKI MPUUMAIOTh JIIKApChbKU 3aci6 Imartinio-
Bicra, 3’sBistoThest 1a00paTopHi a00 KINIHIYHI MOKAa3HUKH, MOB’s13aHi 3 TMA, JiKyBaHHS CIiJ
NPUIIUHUTH 1 3IIHCHUTH peTenbHy omiHKy TMA, Brmrouaroun aktuBHiCTh ADAMTSI13 i1
Bu3HaueHHs1 aHTU-ADAMTS13-antutin. Axmo aatu-ADAMTS13-anturina migBUIICH Y
MOETHAHHI 3 HU3bKOK akTuBHICTIO ADAMTSI13, nikyBanus ImariniboMm-Bicta npomosxxyBatu
HE CITiI.

Jlabopamopni mecmu

[Tlix yac Tepamii mikapcbkuM 3aco0oM ImariniO-Bicta HEOOXITHO peryispHo poOuTH
po3ropHyTHii aHami3 kpoBi. JlikyBaHHs mnpemnapatoMm ImaTiHiO-BicTa marmieHTIB 13 XpOHIYHUM
MI€JIONIEMKO30M  TOB’S3aHE 3 PO3BHTKOM  HEHTpomeHii  abo  TPOMOOLMTOTICHIT.
OnHak BUHUKHCHHS IIMX BHJIIB IMTOICHII 3aJIeKUTh BiJ CTalii 3aXBOpIOBaHHSA, B SKIi
MIPOBOAMTHCS JIIKYBaHHS, 1 yacTime BUHUKAe y namieHTiB i3 XMJI y dasi akcenepariii abo ¢asi
OnactHOi Kpu3u MoOpiBHAHO 3 manieHTamu 3 XMJI y xpoHiuHiit ¢a3i. JlikyBaHHs mpemnapaToM
Imatini6-Bicta y pa3i BUHMKHEHHS HEHTpOIEHil i TPOMOOIMTOIEHIT MOXHA TPUIHHUTH a0
3MEHIIUTH 103y (AuB. po3ail «Croci0 3acTOCYBaHHS Ta J103U»).

VY marieHTiB, fKi 3acTOCOBYIOTh IMariHiO-BicTa, HE0OXiIHO perymsipHO mepeBipsaTH (QyHKIiO
NeviHKY (TpaHcaMiHaszm, OitipyOiH, tyxHa (ocdaTaza).

VY marieHTiB 3 mOpyHIeHHAM (DYHKIIIT HUPOK €KCIO3UIlis iMaTHHIOY y TUIa3Mi KpOBi BHINA, HIXK Y
JIOZIe 3 HOPMAaNbHOI (PYHKIII€I0 HUPOK, MOXKIIMBO, BHACTIIOK MiJBUIICHOTO PIBHS Y IUIa3Mi
anb(a-KuCIIoro rimkonpoTeiny, Oinka, mo 3B’s13yeTbes 3 imaTuHiOOM. [lanmienTaM 3 mopymeHHsIM
(GyHKLIT HUPOK CJI1J] 3aCTOCOBYBAaTH MiHIMaJbHY MOYaTKOBY A03Yy. Ciifl 3 00epeKHICTIO JIIKyBaTh
XBOPHX 3 TSDKKOIO HUPKOBOIO HelocTaTHICTIO. [1py HemepeHoCuMOoCTi 103y CITii 3SMEHIIUTH (JTUB.
po3ain «Croci6 3aCTOCYBaHHS Ta I03U»).

TpuBane 3acTocyBaHHs IMaTHHIOY MOXe OYTH MOB’SI3aHO 3 KJIIHIYHO 3HAUYILIHUM IOTIpUIEHHSIM
¢ynkuii HUpok. DyYHKIII0 HUPOK CIiJA NEepeBIpUTH [0 MOYaTKy Tepamii iMaTHHIOOM 1
KOHTpPOJIIOBATH IMiJl 4ac Tepamii, 3BepTaloud OCOOJIMBY yBary Ha THX HAIll€HTIB, Kl MalOTb
(bakTOopH PU3UKY PO3BUTKY HUPKOBOI AUCYHKIIL. SIKIO crocTepiraeThest MOopyumeHHs (yHKIii
HUPOK, CJI1J1 IPU3HAYATH JIIKYBaHHS BIIMOBIIHO J0 CTaHAAPTHUX THCTPYKIIIH.

imu

[ToBimoMIsUIM TIPO BUMAAKK 3aTPUMKH PO3BUTKY Yy AITE€H, y T. 4. MpenyOepTaTHOro BIKY, SIKI
oTpuMmyBasn imMaTtuHi0. Ha nanuii yac € paHi, mo B oOcepBalifHOMY JOCHIJKEHHI 3 y4acTIO
niteit 3 XMJI cnioctepiranocsi cTaTUCTUYHO 3HA4ylle 3HWKEHHS (aje HEeBU3HAUYEHO! KIIIHIYHOL
3HAYYIIOCTI) CEPEeAHbOr0 I1HAEKCY CTaHAAPTHOIO BIAXWIIEHHS pocTy uepe3 12 ta 24 micsaui
JIKyBaHHS y JBOX HEBEIMKUX MIArpyHax HEe3aJeKHO BlJ CTaT€BOrO JO3pIBaHHS Ta CTarTi
naiieHTa. J{OBrocTpokoBUI BIUIMB TPHBAJIOrO JIIKYBaHHS IMAaTMHIOOM Ha PpO3BUTOK JiTeH
HeBioMuii. TakuM YWHOM, PEKOMEHIIYETHCS TPOBOJUTH PETEIbHUN KOHTPOJIb 32 PO3BUTKOM
JITeH, sIKi OTPUMYIOTh IMAaTHHIO.

VY nopocnux Ta miTel eheKTHUBHICTD JIKapChKOro 3aco0y ImaTiHiO-BicTa OIIHIOETHCS HA OCHOBI
JAHMUX I0JI0 YAaCTOTH 3arajibHOi reéMaToJIOr14HOi Ta HUTOI€HETUYHOI BINOBII Ta BU)KUBAHOCTI
0e3 mporpecyBanHsi pu XMJI, 4acTOTH TeMaTOJIOTIYHOI Ta ITUTOTEHETHYHOI BIAMOBIAI TpH
Ph+I'JIJI, MDS/MPD, wuyactotu remartonoriuynoi BimmoBimi mnpu ['EC/XEJI Ta wacroTtm
00’€KTHBHOT BIAMOBIAI Yy JOPOCIHX TMAaIll€EHTIB 3 HeomnepadelbHUMHU Ta/ad0 MeTacTaTUYHUMHU
3M0SIKICHUMH CTPOMAJIbHUMHU MYXJIMHAMU IITYHKOBO-KHMIIKOBOI'O TPAKTy Ta BHIIMHAIOYOIO
nepMaropiOpocapkoMor0, a TaKOX BI)KMBAHOCTI 0Oe€3 MporpecyBaHHS NpHU aj IOBAHTHOMY
JIKyBaHHI MAIli€HTIB 31 3JOAKICHUMH CTPOMAJIbHMMHU IIIJTYHKOBO-KUIIKOBUMHU MYyXJHHAMH.



HocBing 3acrocyBaHHS JiKapchkoro 3aco0y Imarini6-Bicra mnamientam i3 MDS/MPD,
acorfiioBanuMu 3 peapamxyBaHHsIM TeHa PGGFR, myxe oOmexeHuil. 3a BUHSATKOM BIIEpIIE
niarnocroanoro XMJI y XpoHiuHiii ¢a3i, KOHTPOJIbOBAHUX OCITIIKEHb, IO JOBOIWIN O
KJIIHIYHY KOPHUCTh a00 30UIBIICHHS BUXMBAHOCTI, MPU IUX 3aXBOPIOBAHHSX HE IPOBOIUIIH.
Baoiciuea inghopmayisi npo donomisicHi pevwosunu

1 kancyna mo 100 a6o 400 mr jikapchbkoro 3aco0y MICTUTh MEHIIEe | MMOJb HaTpito, TOOTO
Jikapcbkuit 3aci6 Imarini6-Bicta mpakTu4yHO BUIBHUI BiJ HATPITO.

3acmocysanus y nepiod sacimuocmi abo 200y8amis 2pyoow.

Bacimnicms. Hemae BiNMOBIMHUX JaHUX IPO 3aCTOCYBaHHS JIiKapchbKoro 3aco0y ImaTiniO-BicTta
BariTHUM. Y MicCIspeecTpaliiHuil Mepio]] MOBIIOMIISUIM MPO CHOHTaHHI adOpPTHU Ta BPOKEH1
ne(heKTH y HOBOHAPOKCHHX, MaTepi AKMX 3aCTOCOBYBAJIM iMaTHHIO. JlOCTiPKeHHS Ha TBapuHaX
BUSIBUWIN PEMPOAYKTUBHY TOKCHYHICTh, & MOTCHUIHHUN PU3HUK JUIS TUIOAA HEeBioMuid. ImaTiniO-
Bicra He cmim 3acTocoByBaTH y TEpiof] BariTHOCTI, 3a BHUHATKOM JKUTTEBHX I[OKa3aHb.
SAxmro Imarini6-Bicta mpu3HaueHo y mepioJ1 BariTHOCTI, MAli€EHTKY HEOOXiaHO mpoinopMyBaTH
II0/I0 MOTSHIIIHHOTO PU3HKY JIJIS IUI0/IA.

JKinkam penpoayKTUBHOTO BiKY CIiJi pEKOMEHIYBAaTH 3aCTOCOBYBATH €(PEKTHBHI MPOTH3AILIiIHI
3aco0M MPOTATOM MeEpioAy JIKyBaHHS Ta MPOTATOM NpUHAaWMHI 15 AHIB Micis HTPUIHUHEHHS
3aCTOCYBaHHS JIIKapchKOro 3aco0y ImaTiHiO-Bicra.

T'ooysannsa epyoow. Iudopmarnis mono ekckpeuii iMaTHHIOy B TpyaHE MOJIOKO OOMeEXeHa.
JlocmiKeHHsT 3 Y4acTiO JBOX JKIHOK, SIKi TOIYIOTH TPYIIIO, BHSBHIIM, IO iMaTUHIO Ta ¥oro
AKTUBHHH METa0OJIT MOXYTh IMPOHUKATH B IPYIHE MOJIOKO. BiTHOIICHHS MK KOHIICHTPAILIEO
JIKapChKOTO 3ac0o0y y TuIa3Mi KpOBI Ta TPYAHOMY MOJIOII, JOCHIIKCHE B OJIHI€I IMMAIlIEHTKH,
nopiHioBano 0,5 s imatuniOy ta 0,9 nus MetabodiTy, IO CBIIYUTH NPO OUIBII BUPAKEHUN
po3moia MeTaboiTy y TpyAHE MOJIOKO. bepyun 10 yBaru 0o0’€fHaHy KOHIICHTPAI[IIO IMAaTHHIOY
Ta MeTaboJITy 1 MakcMMallbHe JOOOBE CIIO)KMBAaHHS T'PYJHOTO MOJIOKA HEMOBJISIM, 3arajibHa
excrio3uilis Maina 6 Oyru Hu3bKoro (mpubmu3zHo 10 % tepaneBTHUHOI g03u). OMHAK OCKIIBKA
BIUIMB €KCMO3WIIi y HHU3BKUX J03aX IMaTHHIOy Ha HEMOBIS HEBIJOMUN, >KIHKH, SIKI
3aCTOCOBYIOTH JIIKapChKUil 3aci0 ImariniO-BicTa, He MOBHHHI TOAYBaTH TPYAMI0 HPOTITOM
nepiofy JIKyBaHHS Ta MPOTATOM MpHHAMMHI 15 [HIB MiCAsS NPUNUHEHHS 3aCTOCYBaHHS
JikapcbKkoro 3aco0y Imatini6-BicTa.

Depmunvuicms. Y TIpOLEC] JOKITIHIYHUX TOCTiIKEHb (PEpTUIHHICTh CaMIliB 1 CAMOK TBapUH HE
NopyllyBajacs, Xouya CIIOCTEpIraBcsl BIUIMB Ha PENpPOAYKTHUBHI mapameTpu. JlocmimkeHHs 3
y4yacTIO MAIli€HTIB, SKi OTPUMYIOTh JiKapchkuil 3aci0 IMaTiHiO-Bicta 1isi BUBYEHHS BIUIUBY
JIKapChbKOTO 3aco0y Ha (epTUIBHICTH 1 TaMETOreHe3, He MPOBOAMIMU. SIKIIO /Ui Malli€eHTa €
aKkTyaJbHUM NMTAHHs BIUIMBY JiKapchbKoro 3acoOy ImariHi6-Bicta Ha ¢epTuibHICT, TO oMy
CJI1JT IPOKOHCYJIBTYBATUCS 3 JIIKAPEM.

30amuicmov enausamu Ha WEUOKICMb pearyii npu KepyeaHHi asmompancnopmom abo iHuumu
MexarizmMamu.

[TarieHTM TOBUHHI 3HATH TPO MOXJIIMBICTD PO3BUTKY TaKUX NOOIYHMX €QEKTIB SK
3alaMOpPOYEHHS, HEYITKICTh 30py ab0 COHJIMBICTH NpH 3acTocyBaHHI iMaTHHIOy. Tomy criza
PEKOMEHYBaTH JOTPUMYBATUCh OOEpPEKHOCTI MPH KEPYBAHHI aBTOTPAHCIIOPTOM Ta PoOOTI 3
IHIIMMHU MEXaHi3MaMH.

Cnoci6 3acmocysannsa ma 0o3u.

Teparmito MOBUHEH MPOBOAMTU JIKap, SIKUH Ma€ JIOCBiJ JIIKyBaHHS MAaLI€HTIB 31 3J0SKICHUMU
HOBOYTBOPEHHSIMHM KPOBI 1 37I0IKICHUMHU CAPKOMaMH 3aJI€KHO BiJ HO30JIOT1].

Hns mo3 mikapebkoro 3aco0y 400 mr Ta Bume (AWB. peKOMEHAAIl MO0 TO3YBaHHS HIDKYE)
3acTocoByBaTu Karcyau 1o 400 mr.

Hns mo3 mikapceekoro 3aco0y, kpim 400 mr ta 800 mMr (auB. pexoMeHAAIil 00 JT03yBaHHS
HIDKYE), 3aCTOCOBYBATH Karicyiu o 100 mr.



[Tpu3Hayeni 103 CiAg NPUIMATH MEpOpalIbHO MiJ Yac iAM, 3alMBalOYU BEJIHUKOIO KUIBKICTIO
BOJM, IMOO 3BECTH JI0 MIHIMYMY pPHU3UK TOJPA3HEHHS MIIYHKOBO-KUIIKOBOTO TPAaKTY.
[Tpemapar y nozax 400 a6o 600 Mr mpu3HadaTé OIWH pa3 Ha H00y, Toai siK n03y 800 Mr ciif
npusHayaty 1o 400 mr 2 paszu Ha 100y, BpaHIli 1 BBeuepi.

Jns manieHTiB (y T. 4. JiTel), SKI HE MOXYTh MPOKOBTHYTH KarCydy, iX BMICT MOXHa
PO3YMHHUTH Yy CKJISIHIII HEra3oBaHoOi BoJu a00 s01y4HOro coky. CycrneHsito CiiiJi BUIIUTH OJIpa3y
micis 11 mpuroryBaHHs. OCKUIBKH € JaHI 100 PENpOAYKTUBHOI TOKCHYHOCTI Mpenapary i
MOTEHIIIHHOTO PHU3HMKY A (GEepTUIBHOCTI JIFOJAWHM, >KIHKaM PENpOJyKTHUBHOTO BIKY, SKi
BIIKPUBAIOTh KaICYNIH, CIig OyTH OOepeKHUMH Ui 3amoOiraHHs KOHTAKTy Npemnapary 3i
IIKIpOIO Ta CIM30BUMHU 000JIOHKaMH. Iliciasi po3KpUTTA Karcyld PyKH HEOOXITHO HeraiHo
BHUMMUTH.

Jlozysamnns npu xpouniunomy mienonetixkosi (XMJI) y dopocaux nayienmis.

PexomennoBana nmo3a Jikapcbkoro 3aco0y Imarini6-Bicta mist mopocnux maumienTtiB i3 XMJI y
xpoHiuHid (a3i craHoButh 400 Mr Ha m00y. Xponiuna ¢aza XMJI BHU3HAYAETHCS, SIKIIO
3aJJ0OBOJIBHAIOTBCSL YCiI 3 TaKUX KpUTEpiiB: KibKicTh OmactiB <15 % y KgOBi Ta KiCTKOBOMY
MO3KY, 0a3zodiniB y nepudepuuniid kposi < 20 %, tpomboruTie >100%107/n1. PexomennoBana
71032 JiKapchKoro 3aco0y ImaTini0-BicTta mis qopocnux mamieHTiB y (asi akcernepariii cTaHOBUTh
600 mr/mo0y. daza akcenepailii BUSHAYAETHCS 32 HASBHICTIO OYIb-IKOTO 3 TaKUX KPHUTEpIiB:
osactiB >15 %, ane <30 % y kpoBi a0 B KICTKOBOMY MO3KY, 0:1acTtiB Ta nposiMporutis > 30 %
y KpoBi a00 B KICTKOBOMY MO3KY (3a ymoBH, 1110 61acTiB < 30 %), 6a30diniB y nepudepudHiii
KpoBi > 20 %, TpombouuTiB < 100x10%m HesamexHo Bix mikyBaHHs. PekoMeHmoBaHa 103a
JikapchKoro 3aco0y Imartini0-Bicta nns mopociux mamieHTiB i3 OJaCTHUM KPU30M CTAHOBHTH
600 mr/no0y. bracTHuii KpH3 BH3HAYAETHCS, AKIIO KIIBKICTH OmactiB > 30 % y kxpoBi abo B
KICTKOBOMY MO3Ky a00 3a HasBHICTIO EKCTpaMeAYJSIPHUX MPOSBIB 3aXBOPIOBAHHS, KpIM
reraToCIIeHOMETallii.

TpuBamnicTe JIKyBaHHS: MiJ] Yac JIOCIIIKEeHb JIIKyBaHHA mpenaparoMm Imarini6-Bicra TpuBano mo
MPOTPECyBaHHS 3aXBOPIOBaHHS. E(QEKT TpHUIMHEHHS IiKyBaHHS IIICIS JOCATHCHHS IOBHOI
LUTOr€HETUYHOI BIAIIOBIIl HE BUBYAIH.

[Tutannas mono 30inbpieHHs a03u 3 400 mr 1o 600 mr a6o 800 Mr IS NAIIEATIB 13 XPOHIYHOIO
dazoro 3axBoproBanHs a6o 3 600 mr 1o makcumym 800 Mmr (1o npuiiMaeThes o 400 mr 1Bivi Ha
n00y) 1J1s MaiieHTiB 13 Pa3oro akceneparlii abo 6JaCTHUM KPU30M MOKE PO3TIISIATUCS 32 YMOBH
BIJICYTHOCTI TSDKKHX MOOIYHUX pPeakilii Ta TSHKKOi, He OB’ s13aHOi 3 JielikeMiero HeUTponeHii abo
TPOMOOLIMTONEHI] y TaKUX CHUTYalisiX: HpPOrpecyBaHHs 3axBopioBaHHA (y OyIb-akuil 4ac);
BIJICYTHICTh 3aJIOBUIHHOI T'€MAaTOJIOTIYHOI BIAMOBIMI MICHS MpPUHAWMHI 3 MICALIB JiKYBaHHS;
BIJICYTHICTh ITUTOTEHETUYHOI BIAMOBIAI Tmichs 12 wicsliB JiKyBaHHS a00 BTpara paHilie
JOCATHYTOI TeMaToJioriyHoi Ta/abo 1uTOoreHeTn4yHoi Bigmosimi. [licns 30imbIIeHHS 103U
NaliEHTH NOTPEOYIOTh PETEILHOTO MOHITOPUHTY 3 OISy HAa HMOBIPHICTD MiJIBUILIEHOT YaCTOTH
HeOaKaHUX peakiliid mpu 3aCTOCYBaHHI BUIIUX J03.

Jozyeanns npu xponiunomy mienonetikosi (XMJI) y dimeti

Jlo3yBaHHS ISl AiTeH 3alle)KUTh BiJ IUIOINII MOBEPXHI Tiia (MF/MZ). Hus miteit 13 XMJT y
XpOHiuHii Ta mporpecyrodiii (asi pexoMeHmoBaHa 103a cTaHOBUTH 340 Mr/M° Ha 100y (He
HEePEeBUIIYI0UYH MaKCUMallbHy 1000BYy 103y 800 mr). Jlikapchkuil 3aci6 MOXKHA PU3HAYATH OJUH
pa3 Ha 100y abo ambTepHATUBHO JOOOBY 703y PO3JUIUTH Ha 2 MPUHOMH — BpaHIll Ta BBEYEPI.
PexoMeH0BaHi 1031 Ha JaHHI Yac BCTAHOBIIEHI 3 OTJISAY Ha JJOCBiJ 3aCTOCYBaHHS Mpernapary y
HEBENMKOI KUIbKOCTI miTeil. Hemae mocBimy 3acTocyBaHHs Jikapchbkoro 3aco0y Imatini6-Bicta
TUTSM BIKOM JI0 2 POKIB.

IIuTaHHS MOX0 30UIbLICHHS 103K i3 340 Mr/M? 10 570 Mr/m? (HE TIepeBUIIyBaTH 3aralibHY 103y
800 Mr) mnst miTelt MOXKHA PO3IIIANATH 32 YMOBHU BIJICYTHOCTI TSKKHUX MOOIYHUX peakiiil Ta
TSDKKO1, HE TIOB’SI3aHOI 3 JICMKEMI€I0 HEHUTpOIeHii ab0 TPOMOONMTONEHII y TaKUX CHUTYaIlisx:
MPOrpecyBaHHs 3aXBOPIOBaHHS (y Oyab-sSKWii 4Yac); BIACYTHICTH 3aJ0BIILHOI T'€MaTOJIOTIdHOL
BIJIMOBI/I1 TICTISI MPUHAWUMHI 3 MICSIIIB JIKYBaHHS; BIACYTHICTh IIUTOTC€HETUYHOI BIIMOBIII TIICIIS
12 micsuiB JikyBaHHS a00 BTpara paHille JOCATHYTOI IeéMaToJIOriyHOoi Ta/ab0o IIUTOreHeTHYHOT
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BignoBiai. Ilicns 30ipIICeHHS 103U NAliEHTH MOTPEOYIOTh PETEIHHOTO MOHITOPUHTY 3 OTJISIILY
Ha WMOBIPHICTH IIJBHUINEHOT YacTOTH HEOaKaHUX peakIliii MpHU 3aCTOCYBaHHI BHUIUX [103.
Hozyeannss npu eocmpiti  nimgobracmuin  netkemii 3 NOUMUBHOK  QinadenbdiliCbKo
xpomocomoro & netixoyumax (Ph~+I"JIJI) ons dopociux nayicnmis

PexomennioBana no3a Jikapchkoro 3aco0y Imatini®-Bicta ans JiKyBaHHS TOPOCTHX TMAIiEHTIB 3
Ph+T"JIJI cranoButh 600 Mr Ha no0y. Teparmiro npu MbOMY 3aXBOPIOBaHHI CITiI MPOBOAUTH ITiJT
HAIJSIIOM  eKCIepTa B Tajdy3l TreMmarosiorii  BOPOJOBX  yCiX — eTamiB  JIIKyBaHHS.
Cxema JiKyBaHHS: Ha OCHOBI ICHYIOUHX JIaHUX JOBEJICHO €(PEKTUBHICTH Ta O€3MEKY JIKapChKOTO
3aco0y Imarini6-Bicra npu 3actocyBanHi B 1031 600 mMr/no0y B KoMmOiHaIii 3 XiMiOTEpaIli€lo y
dazax 1HAYKII1, KOHCOMAamil Ta maTpuMyrodii ¢as3i ximioreparnii ajs TOpOCIMX MAIliE€HTIB 13
Brepuie giarHocropanoro Ph+IJIJI. TpuBamictes Tepamii mpemnaparom Imarini6-Bicta moxke
3MIHIOBAaTHCSl 3QJICKHO Bijg 0OpaHOi MporpaMu JIIKyBaHHS, ajie B OUIBIIOCTI BUIAIKIB OLIBIIT
TPUBAIUN IPHIIOM JIIKAPCHKOTO 3aC00Y J1a€ Kparlli pe3yabTaTH.

Jns  mopociaux TAaIlieHTIB 3 peluauByrO4o0 abo pedpakrepHoro Ph+IJIJI monoTeparmis
npenapatoM Imarini6-Bicta B no3i 600 mr/mo0y € Oe3nednoro, epekTHBHOIO 1 ii MOXKHA
MPOBOAMTHU, TOKH XBOPOOA HE IOYHE MPOTPECYBATH.

Hozyeannss npu eocmpiti  nimgobracmuin  netxkemii 3 NOUMUBHOK  QiNAdenbPIliCLKON
xpomocomoio & netxoyumax (Ph+IJ71JI) ons doimei.

Jlo3yBaHHS ISl AITEH 3aJICKUTH BiJT IDIOMII TTOBEPXHI Tijla (MF/MZ). PexoMenioBana no6oBa 103a
U1 JiTel 13 TOCTpor JiM$OOIaCTHOIO JIEHKEMI€ 3 TO3WTUBHOW  (igaaenb(ilicbKoro
xpomocomoto B jeikonurax (Ph+I'JIJI) cranoButs 340 mr/m? (He mepeBUILYI0YH MAaKCUMaJIbHY
n060By 103y 600 Mr).

Hosysannsi npu microoucniacmuunux/mieronponigpepamusnux 3axsopiosanmsx (MDS/MPD)
PexomennoBana pmo3a usikapcbkoro 3aco0y ImaTiHiO-Bicta nanms jikyBaHHS TAIli€eHTIB 13
MDS/MPD cranoButs 400 M Ha 100Yy.

TpuBanicTe JIKyBaHHS: Ha JaHU dYac 3aBepIlIEHE TUIBKU OJHE IOCTIIKEHHS; JIKyBaHHS
npenapatoM IMmatiHiO-Bicta mpooBiKyBajocs 10 MporpecyBaHHsS 3aXBOpIOBaHHsA. Ha MoMeHT
MIPOBE/ICHHS aHaJIi3y Me/liaHa TPUBAJIOCTI JiKyBaHHS cTaHOBWIA 47 MicaiiB (24 aHi-60 MicsIiB).
Hozyeannsi npu ecinepeosunoginbnomy cunopomi ma/abo XpOoHIUHIiU eo3uHO@INbHIN aeuKemil
(I'EC/XEJI)

PexomennoBana mo3a nikapcbkoro 3aco0y Imartini6-Bicrta mis nikyBanus namieHTiB i3 ['EC/XEJI
ctanoBuTh 100 mr Ha n00y. IligBumenns go3u 31 100 mr go 400 Mr mMoxHa po3risgaT y pasi
BIJICYTHOCTI MOOIYHUX peakuiil abo y pa3l HEJOCTaTHHOI BIAMOBIJI Ha JiKyBaHHS. JIikyBaHHs
CIiI TPOJOBXKYBaTH, TIOKM TAIlEHT TMPOJOBXKYE OTPUMYBATH BiA HBOTO KOPHUCTD.
Ho3zyseanns ona nayienmie 3 Kit  (CDI117)-no3umusnumu  HeonepabeibHumu  ma/adoo
MemacmamuyHuMy 3108KICHUMU 2acmpoinmecmunaivhumu cmpomanviumu nyxaunamu (I'ICT)
ma 051 a0 108aHmuoi mepanii 0OPOCIUX NAYIEHMIB, Y AKUX ICHYE 8UCOKUL puzuk peyuousy Kit
(CD117)-nosumuenux snosxichux eacmpoinmecmunanvrux cmpomanohux nyxaun (I'ICT) nicis
pe3exkyii

Pexomen0oBaHa 703a Jikapcbkoro 3aco0y ImartiniG-BicTa 1i1st MiKyBaHHS JOPOCIMX MAIi€HTIB 3
HeornepabenpHOI0 Ta/ab0 METacTaTUYHOIO 3JIOSKICHOI CcTpoMaybHOKO myxjuHoio KT
ctanoBuTh 400 Mr Ha n00y. JlaHi moxao 30inbmeHHs 103u i3 400 mr 1o 600 Mr a6o 800 mr ans
NAIIEHTIB, Y SIKUX XBOPOOa MPOrpecye Ha TJIl HU3bKUX J103, 0OMEKEHI.

TpuBamicTe JIKyBaHHS: B XOZ1 JOCTIKEHb 33 y4acTIO MAli€HTIB 31 CTPOMAJIbHUMH IIUTYHKOBO-
KUIIKOBUMHU MyXJMHAMHM JIiIKyBaHHA npenaparoMm Imarini0-Bicta mnpomoBxkyBaiocs [0
MporpecyBaHHs 3aXBOpIOBaHHA. Ha MOMEHT TpOBEICHHsS aHaji3y MeJliaHa TpPUBAJIOCTI
JIKyBaHHS cTaHOBWja 7 micsauiB (Big 7 aHiB A0 13 wmicsauiB). EQexT npunuHeHHs NiKyBaHHS
MiCIIS JOCATHEHHS BiAIOBII HE BUBYAIIH.

PexomenmoBana mgo3a Jikapcbkoro 3acoOy Imarini6-Bicta s am’toBaHTHOTO JIIKYBaHHS
JOPOCTUX TAIIE€HTIB MICHS PE3eKIil CTPOMATbHUX NUTYHKOBO-KUIIKOBHX MyXJIHH CTaHOBHUTH
400 mr/no0y.  OnTEManbHy  TPHUBAIICTh  JIIKYBaHHS TIOKM IO HE  BCTAaHOBIICHO.
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TpuBamicTs JIiKyBaHHS B XOA1 KJIIHIYHUX JOCHIHKEHB, 0 TPOBOIMIN 3 METOI0 OOIPYHTYBaHHSA
3aCTOCYBaHHS Mpernapary MpH IOMY MTOKa3aHH1, CTaHOBUJIA 36 MICSIIIB.

Ho3zyeanus npu nikysanHi nayicumia 3 HeonepabeibHol SUNUHAIOYO0I0 0epMamodiopocapromoro
(dermatofibrosarcoma protuberans (DFSP)) ma oopocaux nayicumis 3 peyuousyrouoro ma/abo
Memacmamuynoro  depmamoiopocapkomoro  (DFSP), saxi ne Mmooxcyms Oymu uoaneHi
XIDYP2IUHUM ULTIAXOM

PexomenioBana no3a Jikapchkoro 3aco0y ImatiniO-BicTta ans JiKyBaHHS TOPOCTHX TMAIIEHTIB 3
DFSP cranouts 800 Mr Ha 100Yy.

Kopexuisa 0o3u y pasi pozsumky nobiunux egpexmis

Hezemamonoeiuni nobiuni echexmu

VY pasi po3BUTKY TSDKKHX HET€MAaTOJIOTIYHUX MOOIYHUX e(EeKTiB MPHU 3aCTOCYBaHHI JIKapChKOTO
3aco0y Imarini0-Bicta ciig npunuHATH JIIKYBaHHS JO TIOKpAIIEHHS CTaHy Malli€HTa.
[Ti3Himme JiKyBaHHS MOXKHA TPOJOBXKUTH 3 YPaxyBaHHSAM TSDKKOCTI MOOIYHMX e(]eKTiB, IO
CIIOCTEpIrajucs Mpu MmomnepeaHboMy ao3yBaHHi. [Ipu piBHI OinipyOiHy, B 3 pa3u BHUIIOMY 3a
BEPXHIO MeXy HOpMH (ab0 mpH MiJIBUIIECHHI PiBHS MEYIHKOBUX TpaHCaMiHa3 OiIbIe HIX Yy
5 pa3iB Bl BEpXHBHOI MEX1 HOPMH), CJIiJI PUITMHUTH 3aCTOCYBaHHS JIIKQPCHKOTO 3aco0y JOTH,
JOKH Oyze CHOCTepiraTuch 3HIDKEHHS OumipyOiHy MO piBHS, IO MEPEBHUIIYE BEPXHIO MEXY
HOpPMH MeHIle HiX y 1,5 pa3a, a TpancamiHaz — 10 PiBHS, IO MEPEBUIIYE BEPXHIO MEXKY HOPMHU
MeHIe HiX y 2,5 pa3a. JlikyBanus Imatinibom-Bicta MOXHA MPOJOBKUTH y 3HIKEHUX JOOOBHUX
no3ax. s mopocnux no3y cuig 3HmwkyBatu 3 400 go 300 mMr/zo6y a6o 3 600 n1o 400 mr/no0y,
a60 3 800 mr 10 600 mr, a st giTeit — 3 340 10 260 Mr/m? Ha 100Y.

T'emamonoeiuni nobiuni echexmu.

[Ipr po3BUTKY BHpPa)KEHOi HEUTPOTMEHIii 1 TPOMOOIUTONEHII PEKOMEHIOBAHO 3MEHIIUTH /03y
JKapCchKOTOo 3aco0y ab0 MPUIMHUTHU JIKYBaHHS, K BKa3aHO B TaOui 1.

Tabmums 1
ITokazanus [TokazHuku Pexomennarrii
I'EC/XEJI AKH <1,0 x 10%/n 1. Ilpunuautn mikyBaHHS ImatiHiOOM-
(mouaTtkoBa no3a 100 mr) | Ta/abo TpomOomuTiB | Bicra, mokm  AKH >1,5x10%n i
<50 x 10%n TpomGoruTie >75 x 10%/11.

2. IlonoButH nikyBanHs IMaTiHiOOM-Bicta
y momnepenHii a031 (To0To y 1031, SKY
3aCTOCOBYBAIM /IO PO3BUTKY  TSDKKOI
MOOIYHOI peaxiiii).

XpoHniuHa ¢aza XMJI, AKH <1,0 x 10%/n 1. Ilpunuautu JnikyBaHHS ImartiHiGOM-
MDS/MPD, Ta/abo TpomGomuTH | Bicra, mokn AKH  >1,5x10%n i
I'CT <50 x 10%/n TpomGoruTie >75 X 10%/11.

(moyarkosa j103a 400 mr) 2. ToHoBuTH nikyBaHHs IMarinibom-Bicra
I'EC/XEJI (B 1031 400 mr) y momnepeaHiil 1031 (To6TO y 1031, fAKy

3aCTOCOBYBAIM /IO PO3BUTKY  TSDKKOI
MOOIYHOT peakxiiii).

3. 'V pa3i peunguBy AKH <1,0x10%n
Ta/a6o TpomGoumTiB <50x10°/1 IOBTOpHTH
Kpok 1 1 moHOBUTH mpuiiom ImariHiOy-
Bicra y 3menmenii 1031

300 wmr.
JliTi 3 xponiunoro dasoro | AKH <1,0 x 107/n 1. Ilpunuautu nikyBaHHs ImartiHiOOM-
XMJI ta/abo TpomOouutu | Bicta, moku AKH He craHoBuTHME
(B 11031 340 Mr/m%) <50 x 10%x >1,5x10%1 i TpombommTH >75 X 10%/71.

2. Illonosutu nikyBanHs Imarinibom-Bicta
y momepenHid 1031 (TOOTO y 1031, fKY
3aCTOCOBYBAJIM 10  PO3BUTKY  TSKKOIL
1mo6i1vHOT peakiiii).
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3. YV pasi pemmmuBy AKH <1,0x10%x1
Ta/abo KinbkocTi TpomGouuTiB <50 x 10/
HOBTOPUTH KPOK | 1 IOHOBUTH JIiKyBaHHS

npenaparom  Imatini6-Bicta y = mo3i
260 mr/m’.
®da3a nporpecyBaHHs i AKH? <0,5 x 10%/n 1. TIlepeBiputu 3B’SI30K IUTOIEHII 3
0JIaCTHOI KpU3H NPH Ta/ab0 KUIBKICTh neiikemiero  (myHKIis ~— abo  Gilomcis

XMJIL, Ph+TJIJT
(mouaTtkoBa m03a 600 mr)

TPOMOOIINTIB
<10 x 10%n

KICTKOBOT'O MO3KY).

2. SIkmio UMTOIEHIS HE IIOB’s3aHa 3
JeHKeMi€r0, 3MEHIMUTH a03y ImartiHiOy-
Bicra mo 400 mr.

3. Sxmo  uuromeHis  30epiraerbcs
IPOTATOM 2-X THXKHIB, 3MEHIIUTH 03y 10
300 mr.

4. SIxmo IUTONIEHIsT ~ 30epiraeThes
npoTsiroMm 4-X THUXKHIB 1 He TOB’si3aHa 3
JEHKEMIEIO, HIPUITHHATH pHITOM

npermapary A0 jgocsrHeHHs piBH AKH
>1x 10%1 i tpomGouutis > 20x10%n,
MOTIM IMOHOBMTH JIKyBaHHs B 71031 300 wmr.

®daza akceneparii XMJI

AKH?<0,5 x 10%/n

1. IlepeBipuTH, Uu IMUTOINEHIS MOB’s3aHA 3

abo OmactHa Kpuza Yy | Ta/abo KUIBKICTB | JIeHiKkemiero  (acmipamis abo  Oiorcis
neliaTpUYHUX — TAI€HTIB | TPOMOOIHTIB KICTKOBOT'O MO3KY).
(moyatkoBa  go3a 340 | <10 x 10%n 2. SIkmo [urTolleHis He [oB’A3aHa 3
Mr/v?) nelikemi€ro, 3MEHIMTH 103y IMaTiHiOy-
Bicra no 260 MI/M2.
3. SIKmo UUTONEHIS TPUBAE MPOTATOM
2 TWXKHIB, JOAATKOBO 3MEHIIUTH 103y /10
200 mr/™m.
4. SIKIO0 UMUTONEHIs TpHUBA€E MPOTATOM
4 TWKHIB 1 Hajzajal He ToB’A3aHa 3
JeWKeMIi€lo, CIiJ] TPUIOUHUTH TpUioM
npenapary Imatini6-Bicra, moku AKH ne
MOBEPHEThCS 10 3HaueHb >1 X 10%n, a
KinpkicTe TpoMGommtie xo >20 X 10%m,
HOTIM TIOHOBUTH JIKYBaHHA B 031
200 mr/m?.
HeonepabenbHa AKH <1,0 x 10%n | 1. IIpunuHATH 3aCTOCYBaHHS JTiKApPCHKOTO
BUIIMHAIOYA Ta/abo KUIBKICTB | 3ac00y Imatini0-Bicta, moxku AKH nHe
nepmarodiopocapkoma TPOMOOLIUTIB cranoBuTaMe >1,5X 10%nm Ta KimbkicTh
(dermatofibrosarcoma <50 x 10%/n TPOMOOIHTIB >75 X 10%/5.
protuberans DFSP) Ta 2. TIoHOBHTH 3aCTOCYBAaHHS JiKapCHKOTO
peunarMByro4a 3aco0y Imarini6-Bicrta B 1031 600 mr.
Ta/abo MeTacTaTHYHa 3.V pasi permamsy AKH <1,0 x 10%n
nepmarogidbpocapkoma, Ta/abo KimbKkocTi TpoMOoIHTIB <50 X 10%n
AKI  HE MOXYTb OyTH MOBTOPUTH KPOK 1 1 MOHOBUTH JIKYBaHHS
BUJIAJIEH] XIpypriYHUM npenaparom Imarini6-Bicra y n03i 400 mr.

nuisgxom (ipu 1031 800 Mmr)

AKH = abcoiroTHa KiUIbKiCTh HEUTPODiiB.

CriocrepiraeThcsi LIOHAWMEHILE Yepe3 MiCALb JIIKYBaHHS.

Ocobauesi nonyaayii
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THopywenns ¢ynxyii neyinku
ImaTuHI6 MeTaboM3yeThCsl TOJIOBHUM YMHOM Yy TediHIl. [lamienTam i3 mopymeHHsI MU QyHKITii
NEYiHKKA JIETKOTO, MOMIPHOTO Ta TSDKKOTO CTYNEHs JIKapChKUW 3aci® ciijy mpu3HadaTH y
MiHIMQJIBHIN peKkoMeHAoBaHil m000Bii 1031 400 mr. Ilpum HemepeHOCHMMOCTI /103y MOXHa
3MCHILIUTH.
Knacudikamis mopymeHnHs QyHKITT TEUiHKH.

Tabmuns 2

[Mopymenns ¢pyHkmii

. [TeuinkoBi GyHKITIOHATBHI TECTH
TICYiHKH

3aranpHuii Oinipy6in >1,5 BMH;
Jlerke ACT > BMH (moxe 6yt HopmasibhuM a0o < BMH, sik1o
3aranpHUi O011ipy6in >BMH)
3araneHuii O11ipy6in >1,5-3,0 BMH;
ACT - Oynp-sike 3Ha4YCHHS
3aranpHuii 611ipyoin >3-10 BMH;
ACT - Oynp-sike 3Ha4YCHHS
BMH - BepxHst MexXa HOPMH, IPUIHHSATA B JTIKYBaJIbHIH yCTaHOBI
ACT — acnapraraminorpancdepasa.

[TomipHe

Tsoxke

THopywenns ¢ynxyii HUpoK.

[TamienTam 3 mopyireHHsAM (QYHKINT HIPOK a00 THM, XTO 3HAXOJAUTHCS HA Jiaii3i, mpemapaT CJui
NpU3HAYaTH y MiHIMaNbHIM pekoMeHJoBaHii movarkoBiii m031 400 mMr omuH pa3 Ha 100y.
OpHak TakuM MaIi€eHTaM Tpenapar cliij Ipu3HavaTH 3 o0epekHicTo. [[03y MOKHA 3MEHIINTH
IpU HETEePEeHOCUMOCT] JTIKapCchKoro 3aco0y a0o MIABUIIMTU MPU HEAOCTaTHIN €(dEeKTUBHOCTI.
Tayienmu nimuvo20 8iKY.

®apMaKkOKIHETHKY 1MaTHHIOy y MAlli€HTIB JIITHBOTO BIKYy CIELiaJlbHO HE BUBYAIH. Y X0l
KIIHIYHUX JOCTIPKEHb 3 YYacTIO mamieHTiB, 20 % sikux Oyiu y Billi Bix 65 pokiB, 0COOIMBOCTEH
y ¢apMakoKiHETHIl JIKApChKOro 3aco0y, TMOB’A3aHMX 3 BIKOM, HE CIIOCTEpIranocs.
CrieniasibHi peKOMEHIAIIi1 010 J03YBaHHS JUIs MAIi€HTIB JITHHOTO BiKYy HE TIOTPiOHI.

Jimu.

Hemae nocBimy 3actocyBaHHS Jikapchkoro 3acoOy Imartini6-Bicta mitsam i3 XMJI Bikom 10
2 pokiB, a Takox gmitaM 3 Ph+I'JIJI mo 1 poky. [ocin mikyBanHs aiteii 3 MDS/MPD,
BunuHatouor  naepmarogidpocapkomoro, ['ICT ta TEC/XEJI ngyxke  oOMeXeHUN.
be3neka Ta ehekTUBHICTh 3acTOCyBaHHS 1MaTHHIOY aiTsMm (BikoMm 10 18 pokiB) 3 MDS/MPD,
DFSP, T'ICT 1 I'EC/XEJI y xomi gociijkeHb BCTaHOBJeHAa He Oyna. HasBHiI Ha maHwmii yac
OIy0JIIKOBaHI JJaH1 He Jal0Th 3MOT'HM HaJaTH PEKOMEH Iallii 100 JO3yBAHHS.

Ilepeoosysanns.

[npopmanis mpo BuUmMagku MpuiloMy JIKapcbkoro 3aco0y B J03aX, LI0 TEpPEeBUIIYIOTh
PEKOMEHIOBaH1 TeparneBTU4HI, oOmexkeHa. [loBimomusimu (cmoHTaHHO abo 3rajgyBaioch Yy
nyOmikamisix) Npo NOOAMHOKI BHUMNAAKM TNepefo3yBaHHA iMmaTtuHiOoMm. IloBimomusiim mpo
HUKYe3a3HaueH1 SBUIIA NP PI3HUX Jlama3oHax J103.

Cumnmomu.

[lepenosyBanns y gopocinux. Big 1200 no 1600 mr (tpuBamictio Bix 1 mo 10 nHiB): Hy#moTa,
OJIFOBaHHSI, Jiapes, BHCHI, €puUTeMa, HAOpsK, MPHUITYXJICTh, BTOMJIFOBAHICTh, M’SI30B1 CIIa3MHU,
TPOMOOIIMTONEHIS, MAHIIUTONEHIs, a0IOMIHAILHUN Oib, TOJIOBHUIN Oilb, 3HMKEHHS areTuTy.
Bin 1800 no 3200 mr (TpuBasicTio 6 nHIB y pasi npuiiomy 3200 mMr Ha 100Y): cabKiCTh, MiaJris,
HiABUILEHHS PiBHS KpeaTuHdocokinazu, OinipyOiHy, raCTpOIHTECTHHAIBHUN O1JTb.
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6400 mr (pa3oBa 103a): B OJHOTO TalieHTa (JaHi 3 myOjikallii) crocrepiraluce HyJOTa,
OyroBaHHsI, a0MOMIHATBHUN O17b, Tapsyka, NPUITYXJIICTh OOJWYYs, 3MEHIIEHHS KIJTbKOCTI
HEUTPO(DITHHUX JICHKOLUUTIB, IMiIBUIIEHHS PiBHS TpaHCaMiHAa3.

Binx 8 1o 10 r (pazoBa 103a): OJ1F0BaHHS 1 TaCTPOIHTECTUHAIBHUMA O171b.

[lepenoszyBanHs y jitedd. Y TpHUPIYHOTO XJIOMYUKA, SKUA TpuitHAB pazoBo 400 wr,
criocTepiraiaucst OJ0BaHHS, Jiapes, aHOPEKCis; B 1HIIOTO TPUPIYHOTO XJIOMYUKA ITICIIS Pa30BOTO
npuioMy JiKapchKoro 3aco0y y m03i 980 Mr — 3MeHIIEHHS KUTbKOCTI JIGHKOIHTIB, Aiapes.
Jlixysauns. Y pasi nepeno3yBaHHS TAaIll€eHTa CIIiJ OOCTEKUTH 1 NPU3HAYUTH BiIMOBIIHY
HIATPUMYIOYY Ta CHMIITOMATHYHY TEPAITifo.

Ilo6iuni peaxuii.

[TamieHTH 3 TEPMIHAIBHOKO CTAIEIO 3JI0SIKICHOTO MPOLIECY MOXKYTh 3HAXOAUTUCh Y TAKOMY CTaHI,
IpU SKOMY Ba)KKO OLIHUTH NMPHUUYMHHHUNA 3B’S30K MOOIYHMX €(EeKTiB uepe3 HasBHICTb BEIHKOI
KUJIBKOCTI CHMIITOMIB OCHOBHOT'O 3aXBOPIOBAaHHS, HOro IPOrpecyBaHHA 1 OJHOYACHOIO
MpU3HAYCHHS 0araThoX Mperaparis.

VY xomi pochipkeHb 3 ydacTio marieHTiB i3 XMJI BigmiHa sikapchkoro 3acoOy, MoB’si3aHa 3
HeOa)XKaHWMU peaklisMHU Ha JIKapChbKui 3aciod, cnocrepiranacs y 2,4 % yrepiie AiarHOCTOBaHUX
namieHTiB, y 4% mamieHTiB y Mi3HIA XpoHiuHi ¢a3i micas HeepekTUBHOI Tepamil
iHTepdepoHoM, y 4 % manieHTiB y (a3i akceneparii micis HeeeKTUBHOI Teparii iHTepdhepoHOM
1y 5 % mnanienTiB 3 6JaCTHOIO KPU30I0 Mmiciisi HeeeKTUBHOI Teparii iHTepdhepoHoM. Y BHUMAIKY
['CT nochimxyBanuii mpemapar Oylno BiIMIHEHO dYepe3 IOB’s3aHi 3 JIKApChKUM 3ac000M
no0iyHi peakuii y 4 % mnarieHris.

Hebaxani peaxmii Oynu moaiOHUMHM MPH YCiX MOKa3aHHIX, 32 BUHATKOM JBOX. Y TAII€HTIB i3
XMIJI cnocrepiranocsi Oinbliie BUNAAKIB Mi€IOCyNpecii, HDK Yy HaIli€eHTIB 31 HUTYHKOBO-
KAIIKOBUMHU CTPOMAJIbHUMHU IyXJIMHAMH, WMOBIPHO, Yy 3B’SI3KYy 3 OCHOBHUM 3aXBOPIOBaHHSM.
Y mporeci AOCHIKEHHS 3 YYacTIO MAlli€HTIB 3 HeonepabenbHUMHU Ta/abo MeTacTaTUYHUMU
[UTyHKOBO-KUIIKOBAMH CTPOMAJIBHUMHU myxiuHamMu y 7 (5 %) maimieHTiB  po3BUHYIACA
IIJTYHKOBO-KUIIKOBA KpPOBOTE€Ya CTYNEHIB ¥ 3TAHO 3 3arajlbHUMU TOKCHUKOJIOTTYHUMH
kpurepisimu  (CTC), BHyTpimHBbONYXJIMHHI KpoBoBWIMBK (3 marmientd) abo i Te, 1 iHIIE
(1 mamient). Micie MNyXJIHHA MOXe OYTH JDKEPEIOM M[UTYHKOBO-KHIIKOBHX KpPOBOTEY.
[IInyHKOBO-KMIIKOBI Ta MYXJWHHI KpOBOTE€Yl MOXKYTb OyTH CEpHO3ZHHUMM 1 TOAEKOIU
netansHUMU. [Ipu 060X 3axBoproBaHHAX Halyactimie (=10 %) moBimOMIIAIN PO Taki MOB’s3aH1
3 JIOCIIIDKYBAaHUM TperapaToM HeOakaHl peakilii sK Jierka HyjoTa, OJIFoBaHHS, aiapes, OUb y
JKUBOTI, BTOMJIIOBaHICTb, M 5130B1 clla3Mu Ta BUcunaHHs. [loBepxHeBHil HAOPSK OyB YacTUM IiJl
yac yciX JOCIIIPKEHb 1 OMMCYBaBCs MEPEBAXKHO K NepiopOiTaabHUM HAOPSIK a00 HaOPSIK HUKHIX
KIHIIBOK. OnHak 1i HaOpsKH piako OyiaM TSHKKUMH 1 MOTJM JIIKYBaTHCS 3a JIOIIOMOIOIO
NiypeTHKiB, IHIIMX MMITPUMYIOUMX 3aXO0JiB a00 [UIAXOM 3MEHIIEHHS JI03M 1MaTuHIOy.
[Tpu 3acTocyBaHH1 iMaTuHIOy B KOoMOiHamii 3 BHCOKMMH J03aMHU XiMmioTepamii y MAalli€HTiB 3
Ph+T'JIJI cnocrepiranucst nposiBU TOKCUYHOTO BIUIMBY Ha MEYIHKY Y BUIJIAJI MiJIBUILIEHHS PIBHA
TpaHcaMiHa3 Ta rinepoulipyoinemMii. BpaxoByroun oOMmexeHi faHi 3 6e3neku, noOiuHI peakuii y
JITEH, TPO SIKI MOBIIOMIISUIOCA IO I[LOTO dYacy, 3iCTaBHI 3 mpodiieM Oe3meKku y JOPOCIUX
narieHTiB 3 Ph+I'JIJL. TIpodine Gesneku nns aireii 3 Ph+IJIJI € gyxe oOMexxeHUM, OJTHAK HOBHX
JAHWUX M0J10 Oe3MEeKH BUABICHO HE 0YII0.

Pi3ni HeGakaHi peakiii, Taki sIK TUIEBpaJIbHHUI BHIIT, aclUT, HAOPSK JIETEHb Ta IIBUIKE
3017bIIEHHS Macu Ti1a 3 MOBEPXHEBUM HaOpsikoM abo 6e3, MOXKYyTb pa3oM OYyTH OMHCaHI K
3arpuMKa piauHu. LI peakiii MoXHa 3a3BHYail JIKyBaTH IIJISIXOM TUMYACOBOT'O NMPHU3YIHUHEHHS
npuifoMy Jikapcbkoro 3acoOy Imarini0-Bicta a0o 3a 10mOMOrorw JiypeTHKIB Ta 1HIIMX
BIJIMOBIAHUX MiATPUMYIOUYNX 3aX0/iB. OIHAK AEKOIH IIi peaKkilii MOXyTh OyTH CEepHO3HUMHU 200
HEOE3MEeUHUMH JJIS )KUTTSI, a JAesSK1 peakxilii, 0 pO3BUHYIUCS y TAII€HTIB 13 OJIACTHOIO KPHU3010,
Malld JIeTalbHUN HachHigok (y KIIHIYHOMY aHaMHe3l nalieHTa Oylu IUIeBpaJbHUM BUIMIT,
3acTiifHa cepiieBa HEAOCTATHICTh Ta HUPKOBA HEJOCTATHICTD). Y X0/ MeAIaTPUIHHUX JOCIIKEHb
He Oyno ocoOnMBHX, TOB’SI3aHMX 3  OE3MEKOI0  JIIKAPCHKOro  3aco0y  BUMAJKIB.
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[ToGiuHi peakirii, 0 BUHUKAIIM YacTillle, HiXK MMOOAMHOKI BUMAJAKH, KJIacH(iKOBAHO 3a KIlacaMH
CHCTEM OpraHiB Ta 4YacTOTOI0 3 BHKOPHCTAHHSAM yMOBHHX IIO3Ha4eHb: ayke dacto (>1/10);
gacto (>1/100, <1/10); neuacro (>1/1000, <1/100); pinko (>1/10000, <1/1000); myxe piako
(<1/10000), HeBimoMOi YacTOTH (HEMOXJIMBO BCTAHOBUTH 32 HassBHUMU JaHUMH ).

Hebaxani peakuii Ta iX 4acToTa HaBeeHi y Tabmui 3.

Tabmuusa 3

Inghexyii ma napazumapmi 3ax80p108aHHsL

Heuacmo OmnepizyBasibHUI Teprec, MPOCTHH Teprec, Ha30(apHHIIT,
MMHEBMOHISI®,  CHHYCHUT, MEIIOT, iH(QeKmii BepxHIX
JMUXaTbHUX [UISIXIB, TPUI, 1HQEKIIi CeYOBUBIIHUX ILISAXIB,
TacTPOCHTEPHT, CETICUC

Pioko ['pnbkoBa iH}eKITis

YacroTa HeBigoMa

PeakTuBaiis remarury B*

JlobposkicHi, 310AKiCHI ma HEYMOYHeH020 Xapakmepy HOB0VMEOPEHHs (8 MOMY YUCHT Kicmu |

nozinu)

Pioko

CHHIPOM Ji3UCY MYXJIMHH

Yacmoma Hesiooma

KpoBOBWINMB y TyXJIMHY/HEKPO3 MyXJIUHU*

3 60Ky imyHHoi cucmemu:

Yacmoma Hesiooma

‘ AnadinakTHIHAN TIOK*

3 boky kposi ma nimghamuunoi cucmemu:

Jlyorce yacmo

HetitponieHisi, poMOOIIMTONICH S, aHEMIsI

Yacmo ITanuuronenis, GpedpuabHa HEUTPOIICHIS

Heuacmo TpomOouuTomneHis, TiMdoreHis, MPUTrHIiYeHHs KiCTKOBOTO
MO3KY, €03uHOd1Iis, NiMbageHonaTis

Pioxo I'emoniTHyHa aHEMIs, TPOMOOTHYHA MIKpOAHT10MIATIs.

3 6oky 0bminy peuosun, memabonizmy:

Yacmo AHOpeKcis

Heuacmo ['imokariemis, miIBHIIEHUH ameTuT, rimodocdaremis,
3HIDKEHUH aneTuT, JeriapaTailis, nojarpa, rinepypukemis,
rinepKajpliieMis, TiepriikeMisi, FIIOHATPIEMIs

Pioko ['inepkaiiemisi, FiHOMarHiemis

3 60Ky ncuxixu:

Yacmo be3conns

Heuacmo Jlenpecis, 3HMKEHHs 71101710, TPMBOXKHICTh

Pioko CruryTaHiCTh CBIJOMOCTI

3 60Ky Hepeosoi cucmemu.

Jlyorce yacmo

o . i
I'onoBHMit 011

Yacmo 3amaMopoYeHHs, MapecTe3isl, HOPYIIEHHS CMaKOBUX
BIJIYYTTIB, TiME€CTE31s

Heuacmo MirpeHs, COHIMBICTh, CHHKOIIE, IeprU(eprudHa Helpomnaris,
MOTIPIIEHHS T1aM’AAT1, 1111ac, CAHAPOM HECMTOKIMHUX HIT,
TPEMOpP, KPOBOBUJIMB Y T'OJIOBHUH MO30K

Pioxo [TiaBUIIEHHS BHYTPIIIHBOYEPETHOTO THCKY, CYIOMH, HEBPUT

30pOBOIro HEPBa

Yacmoma Hegiooma

HaOpsik roJIoBHOr0 MO3KY*

3 boky opzanis 30py:

Yacmo HaOpsik noBik, MiABUILEHE CIIbO30BHUIIIICHHS, KPOBOBUJIUB Y
KOH IOHKTHBY, KOH IOHKTHBIT, CyXICTh OUY€l, 3aTbMapeHHs
30py

Heuacmo [Tonpa3nenHs oueit, Oib B 04ax, opOiTaIbHUN HAOPSK,

KPOBOBWJIMB y CKJIEpY, KDOBOBHJIUB Y CITKiBKY, Osieapur,
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MaKyJIsIpHUN HAOPSIK

Pioko

Karapakra, rimaykoma, HaOpsIK JUCKa 30pOBOTO HEPBaA

Yacmoma Hegiooma

KpoBoBunuB y ckiaoBuaHe TiJI0*

3 60Ky opeanis ciyxy ma 6ecmudyIApHO2O anapamy:

Heuacmo

| Bepruro, mym y ByXax, BTpaTa CIyxy

3 boky cepyeso-cyOunHHoi cucmemu.

. . — — 3

Heuacmo Cepuebutts, Taxikap/is, 3acTiiiHa cepleBa HeJOCTaTHICTD
HaOPSIK JICTCHb

Pioko AputMisi, GiOpuIIALis epencepab, 3yniuHKa cepus, iHpapKT

MiOKapJia, CTCHOKapIisl, MepyuKap 1ialbHANA BUITIT

Yacmoma Hegiooma

[TepukapauT*, TaMIoHaaa cepis

- 7.
3 boky cyounuoi cucmemu’.

Yacmo

['inepemisi, KpoBOTEYA

Heuacmo

AprepianpHa TINEPTEH31sA, reMaToma, BITYYTTS XOJOIY B
KiHIIBKax, CyOaypaibHa reMaToMa, apTepiajibHa TilnoTeH3is,
cunapoM Peitno

Yacmoma Hegiooma

Tpombo3/embois™

3 boky pecnipamophoi cucmemu,

0opeanie 2pyOHOI KIIMKU ma cepedoCmiHHA.

Yacmo

38.,HI/IH_IK3, HOCOBA KpOBOTCYA, KAIICJIb

Hevuacmo

TeBpanbHuil BUMIT, 6ilb y TIOTI Ta rOPTaHi, GapHHriT

Pioko

[TneBpuTHUii Oinb, GiOpPO3 JIEreHb, JEreHeBa TillepTEH3i,
JIeTeHeBa KPOBOTeUa

Yacmoma Hegiooma l'octpa nmxanbpHa He,[[OCTaTHiCTLll*, IHTEepCTHIlIaTbHA
XBOp00a jereHn *

3 60Ky WIYHKOBO-KUUKOB020 MPAKMY:

Hyorce wacmo Hynora, giapes, 61toBaHHsl, qUcHencis, Outb y JKHUBOTI®

Yacmo MeteopusM,  3IyTTS ~ OKHBOTA,  ractpoe3odarearbHUi
pedutroke, 3anop, CyxicTh y poTi, FaCTpUT

Heuacmo CromatuT, YyTBOpEHHS BHPa30oK Yy MOPOXKHHUHI pOTa,
IITYHKOBO-KHUIIIKOBA ~ KpPOBOTEYA',  BIJPHIKKa, MeJeHa,
e3odarit, aciuT, BUpa3Ka IUIyHKa, OJIOBaHHA KpOB'IO,
XeWniT, Aucgarisi, HaHKpeaTUT

Pioko Komnit, kuiikoBa HEMPOXiJHICTh, 3aNaJIbHE 3aXBOPIOBAHHS

KHIICYHUKY

Yacmoma Hesiooma

KuikoBa HENpoXi/1HICTE/KUILIKOBA OOCTPYKIIIsT™,
neppopanis IIKT*, nuBepTukyniT*, cyAMHHA eKTa3isa
acTpaJbHOTO BIIUTY IIJTyHKA™®

3 60Ky neuinku i Hc0840BUBIOHUX ULTAXIG:

Yacmo [TinBuIIeHHS! pi1BHS NEYIHKOBUX (DEPMEHTIB
Heuacmo ['inep6inipyOiHeMisi, TeNaTUT, )KOBTSIHUIIS

. P . g .
Pioko ITeyiHKOBa HEJOCTATHICTD , HEKPO3 NEYIHKH

3 60Ky wiKipu ma niOWKIpHOI KIIMKOBUHU.!

Jlyorce vacmo

I[TepiopbOiTanbHuii HAOPsIK, IEPMATHT/€K3eMa/BUCUTIAaHHS

Yacmo CBepOik, HaOpsK 0OMUYYs, CYXICTh UIKIPpH, €pUTEMa,
aJIoNelis, HiYHa MITIUBICTh, peakiisi (OTOYYTINBOCTI

Heuacmo [lyctynbo3nmii  Bucun, 3a0iif, TMOCWJIEHA MITIUBICTH,
KpOMHB’SIHKA,  €KXIMO3, TMiJABHINEHA CXWIBHICTh [0

YTBOPEHHS CHHIIIB, TIMOTPUXO03, TIMOMITMEHTAIlis IIKIpH,
eKc(OIiaTUBHUN JEPMATUT, JAMKICTh HIrTIiB, (DOMIKYIIT,
nerexii, Imcopia3, Mypmypa, TCiNepHirMeHTamis MIKipH,

OyJIbO3HI BHCUNAHHS, MAHIKYMIT (BKJIIOYAIOYM BY3JyBary
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epuTeEMy)

Pioko

Tloctpuii GedbpunbHMil HEUTPOPIIBLHUI TepMaTo3 (CHHAPOM
Cgita), 3MiHa 3a0apBiIEHHS HIITIB, AHTIOHEBPOTHYHHIMA
HaOpsIK, BE3UKYJISIPHI BUCHIIAHHS, MYJbTH(QOPMHA epHTEMa,

JCUKOLMUTOKIACTHUN  Backymit, cunapom  CriBeHca-
JIKOHCOHA, TOCTPUH TEHEpaTi30BaHMK  E€K3eMaTO3HHI
IyCTYJIbO3

Yacmoma Hegidoma CunmpoM  manbMapHO-TUIAHTApHOI  epuTpoau3ecTesii™,

JTIXEHOIMHMM KepaTo3™®, dYepBOHWN TUIECKaTHH Jumai™®,
TOKCHYHHUH eMiiepMaIbHUN HEKpOJi3*, MeInKaMeHTO3HUI
BHUCHII, IO CYMTPOBOJKYETHCS €O3MHO(DLUITIEI0 Ta CUCTEMHIUMHU
nposiBaMu™*, ricepaonopdipis™

3 6oky onopHo-pyxo060i cucmemu

ma Cnoay4Hoi MKAHUHU.

Ilyorce yacmo

M’s30B1 cma3Mu Ta CyJIOMH, M’ SI30BO-CKEJIETHUH OUIb, Y
.. . . . . 9
TOMY YHCIIi MiaJITis, apTparisi, O11b Y KiCTKax

Yacmo Habpsik cyrno0is
Heuacmo CKyTicTh y cyrinobax ta m’si3ax
Pioxo M’s130Ba cl1abKicTh, apTPUT, padba0MioIi3/MionaTis

Yacmoma Hegiooma

AcenTHuHM HEKPO3/HEKPO3 TOJIOBKH CTErHA, 3aTPUMKa
pocty y miten*

3 60Ky HUpOK ma ce4o8UdiNbLHOI cCUCmemMu:

Hevuacmo

Hupkosuii 0116, TeMaTypisi, TOCTpa HIPKOBA HEJOCTATHICTD,
i/IBUIICHHS YaCTOTH CCUYOBHITYCKaHHS

Yacmoma Hesiooma

XpoHiuyHA HUPKOBA HEJOCTATHICTh

3 boxy penpodykmusHoi cucmemu ma QyHKYii MOJIOUHUX 3A7103:

Heuacmo [iHekomacTisi,  epeKTWwIbHAa  TUCQYHKIISA, MEHOparisi,
HEperyJIIpHUA MEHCTpyaJIbHUI LUK, cTaTeBa AMCHYHKIIIS,
Oimb y cockax, 30UIBIICHHS MOJIOYHHMX 3aJI03, HaOpsK
MOIIIOHKH

Pioko ['emopariyna KicTa »KOBTOIO Tija/reMopariyta Kicta

SI€EYHHUKA

3acanvui posnaou ma peaxyii' y micyi 66e0enns.

Jlyorce yacmo

3aTpuMKa piAMHU Ta HAOPSK, BTOMJIOBaHICTh

Yacmo CnaOkicTh, MiABUIIEHHS TeMIepaTypH Tijla, aHacapka,
03HOO, TPEMTIHHS
Heuacmo binb y rpyasx, 3arajbpHe He3/1y>KaHHs

Jlabopamopui nokasHuku:

Jlyorce vacmo

301nbIIeHHS MacH TijIa

Yacmo 3MEHIIeHHS Macu Tijla

Heuacmo [TinBumeHnii piBeHb KpEaTHHIHY B KpOBI, MIJBUILICHUN
piBeHb KpeaTMH(OCPOKIHA3M KpOBi, MiJBUIICHUN piBEHb
JaKTaTAETIAPOTeHAa3u y KpPOBI, MIABUILEHUN PIBEHb JYXHOL
docdarazu kposi

Pioko [TinBuneHnii piBeHb amisia3u KpoBi

* Jlani THOM peaxiiit Oy 3adikcoBaHi, TOJIOBHUM YHHOM, ¥ TIOCTMAPKETHHTOBHM 1epio] 3aCTOCYBaHHS
npemnapartis 3 iMaTHHIOOM. BOHM BKITIOYAIOTh CIIOHTAHHI MOBIJOMIIEHHS PO BUIAAKH, @ TAKOXK CEPHO3H1
HeOaxkaHi edekTH, SIKi CHoCTepiranucs MiJg 4Yac TPUBAIMX AOCITIIXKEHb, MPOrpaM i3 PO3LMIMPEHUM
JOCTYIIOM, JIOCII/DKeHb KJIIHIYHOT (apMakoyiorii Ta ICHMTOBUX JOCTIKEHb 3acTOCYBaHHS I103a
3aTBEp/PKEHUMH TOoKa3aHHsAMU. OCKUIBKH JlaHI Peakilii CIOoCTepiramcs B MOMYJISIIAX HEBU3HAUCHOT

‘II/ICCJ'IBHOCTi, HC 3aBXIW MOXXHa

,Z[OCTOBipHO BU3HAUMUTH 1X 4acCTOTy a00 BCTaHOBUTH NPHUIUHHO-

HACITIZIKOBUH 3B’S30K 13 3aCTOCYBaHHSM iMaTHHIOY.
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! TIpo mHeBMOHiIO TOBimOMISIIM wacTimre y mamieHTiB i3 TpaHcdopmoBanor XMJI Ta mamieHTiB 3i
NUTYHKOBO-KUITKOBUMH CTPOMATBHUMHY MTyXJTHHAMH.

? [po ronoBHuil Gink HaluacTille MOBITOMISAIN y MAIIEHTIB 3i IUTYHKOBO-KHIIKOBUME CTPOMAJIBHHME
My XJIMHAMHU.

% Ha ocHoBi PO3paxyHKy HAaIieHTO-pOKiB, TOPYIIeHHS (YHKIII cepllsd, B TOMY YHCII 3acCTiifHa cepIieBa
HEJOCTaTHICTh, HAWYACTIIIE CIOCTEepITalMCh y TMaIlieHTiB i3 TpaHcopmoBanoro XMJL, HIX i3

xponiyroto XMJL
* Biguyrrs npummMBiB HafuacTilie CHOCTepiragoch Yy MAIi€HTIB 3i  IUTYHKOBO-KHMIIKOBHUMH
CTPOMAIIbHUMH IyXJWHAMH, a KpOBOTedi (reMaToMu, remMoparii) — y TMamieHTiB 31 IUTyHKOBO-

KHLIKOBUMH CTPOMAJILHUMH MyXJIMHaMHU Ta Tpancopmoanoro XMJI (XMJI-AP ta XMJI-BC).
[Ipo mnneBpadbHUN BHUMIT YacTille MOBIAOMISUIM CTOCOBHO TAIL€HTIB 31 IITYHKOBO-KHUIIKOBHMHU
CTpPOMAITbHUMH MyXJMHAMA Ta TamiedTiB i3 TpanchopmoBanoro XMJI (XMJI-AP ta XMJI-BC), Hix
II0J10 MAIEHTIB 13 XpoHiuHOI0 XMJI.
7 Binp y KHBOTi Ta IUTYHKOBO-KMIIKOBI KPOBOTeUi OyiIM HAWUACTINIMMM y MAL[€HTIB 3i ILTYHKOBO-
KHUIIKOBUMH CTPOMAJIbHUMH ITyXJIHHAMH.
® [oBigoMIIsLIM TIPO IEsIKi JIeTaNbH] BUMAIKH IIEYiHKOBOT HEJOCTATHOCTI Ta HEKPO3y MEeYiHKH.
° V mocTMapKeTHHroBOMy Iepiojii CHOCTepiraBcs Gilb y OMOPHO-PYXOBOMY amlapaTi Iij Yac JMiKyBaHHS
iMaTrHIOOM 200 TiCIIST HOTO IPUITMHCHHS.
"M’ s130B0-cKeneTHHIT Ginh Ta TORIOHI peakuii wacTime croctepiramuck y marientis i3 XMJI, HiK y
MAI€HTIB 31 IUTYHKOBO-KUIIIKOBUMH CTPOMATBHUMHU ITyXJITUHAMHU.
" ToBigoMsiu mpo JeTanbHi BUMAAKM y TALI€HTIB 3 Mi3HIMH CTAisSMH 3aXBOPIOBAHHS, TSUKKHMHU
iH(EeKIiIMHA, TSHKKOIO HEUTPOTICHIEIO Ta IHIIMMH CEPUO3HUME CYIMYTHIMHU pO3JIaaMH.

5

BinxuieHHs Bil HOPMHU Y Pe3yJIbTaTax JIabopaTopHOro 00CTEeKEHHS.

3azanvHuil ananiz Kposi.

[Tpu XMJI muToneHis, 30KkpeMa HEHTPOIIeHiss Ta TPOMOOLUTOIEHIs,, Oy/IM MOCTIHHUMHU B yCiX
JOCIIJDKEHHAX 3 BUILOK YaCTOTO HPU 3aCTOCYBAaHHI BHUCOKHMX 103 >750 Mr (JOCIifKeHHS
dazu ). OgHak ciij 3a3HAYUTH, IO MMOSBA HEHTPOTCHIT TAKOXK Ma€ YITKHUH B3a€MO3B’S30K 31
CTa/i€l0 3aXBOPIOBAHHA; YacToTa HeWTpomeHii crtymens 3 abo 4 (AKH <1,0X109/JI) Ta
TpomboLTONeH T (KimbKicTh TpoMGommTiB <50 x 10%/1) Gyna y 4-6 pasis Bumo0 TpH GIacTHIil
Kpusi Ta y ¢aszi akcenepamii (59-64 % Tta 44-63 % nns HeWTporeHii Ta TPOMOOIMTONEHIT
BIJITIOBIJTHO) MOPIBHSHO 3 TaKOIO Y TMALI€HTIB i3 BIEpINE AiarHOCTOBAHOIO XPOHIYHOK (hazoro
XMIJI (16,7 % mweiitponenis Tta 8,9 % TpomOouuronenis). Ilpum Boepiie giarHocToBaHIN
xpoHiuHii ¢a3zi XMJI ueiitponenia crynens 4 (AKH <0,5 x 109/.]'[) Ta TPOMOOLIUTONEHIS
(xu1bKicTh TpoMOoOUHUTIB <10 X 10%/) crnioctepiranuch y 3,6 % Ta <1 % mnaiieHTiB BiJIOBIIHO.
Meniana TpUBAIOCTI €Mi30/[IB HEUTPOIIEHIT Ta TPOMOOIMTOIEHIT KOJMBAJACh BiJ 2 10 3 THXXHIB
Ta BiA 3 no 4 TwkHiB BignoBiaHo. Li sBUIIA 3a3BMYail MOXKHA JIIKYBaTHU IIJISTXOM 3MEHIIIEHHS
703 abo TepepBU y MPUMOMI JIIKAPCHKUX 3ac001B 3 IMaTHHIOOM, ajie B PIAKICHUX BHMAJKaX
BOHM IPU3BOAATH J0 OCTATOYHOI'O MPUIMHEHHS Tepamii. Y meniaTpuyHux mnamieHti i3 XMJI
Hal4acTIIIMM MPOSBOM TOKCUYHOCTI € IIUTONEHII CTyIeHiB 3 abo 4, B TOMy 4MCIi HEUTPOIIEHIs,
TpoMOonuToneHid Ta aHemis. L{i sBUmA B OUIBIIOCTI BUMAJKIB CHOCTEPIralOThCA MPOTATOM
JEKIJIbKOX MEPIINX MICSIIB Teparnii.

VY Xoal JOCHDKEHHS 3 Y4YacTIO MAIlieHTIB 3 HeonepaldeJbHUMH Ta/abo0 MeTacTaTUYHUMHU
[TYHKOBO-KUIIKOBUMHU CTPOMaJIbHUMHU NyXJIMHaMu aHeMmist 3 abo 4 cryneHs BusiBieHa y 5,4 %
Ta 0,7 % MaiieHTiB BiAMOBIAHO 1 MpUHAWMHI y JESKHX 13 IIUX Malli€eHTiB Moryia OyTH MOB’A3aHa 31
[ITYHKOBO-KHUIITKOBHMH a00 BHYTPIITHBOITYXJIMHHUMH KpOBOTe4YaMHu. HeWTpomeHis cTymeHs
3 abo 4 crocrepiranace y 7,5 % Ta 2,7 % nauieHTiB BiANOBIHO, @ TPOMOOIUTONEHISI CTYIEHS
3—y 0,7 % mnamienTiB. Hi B 0JHOTO 3 MaIli€HTIB HE PO3BUHYJACS TPOMOOIMTOIEHIsI CTYTEeHs 4.
3MEHIIEHHS! KIUIBKOCTI JICHKOLMTIB Ta HEUTPO(DITiB CHOCTEpIrajgocs MEPEeBaXXHO MPOTATOM
NEepIINX MECTH TUXKHIB Teparnii; y mogaJblIOMy MOKa3HUKU 3aJUIIATUCh BIIHOCHO CTAO01IbHUMU.
bBioximiunuii ananiz kpoei.

Bupaxxene minBuiieHHs piBHs TpaHcaminasz (<5 %) abo OimipyGiny (<1 %) cmoctepiraioch y
natieHTiB i3 XMJI 1 B OUIBIIOCTI BUIMAJKIB JIIKYBAIX IIIJISIXOM 3MEHIIEHHS 103U abo MepepBu y
Tepamii (MedlaHa TPUBAIOCTI IMX €MI30AIB CTaHOBWJIA MPHUOJU3HO OJUH THXKICHbD).
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JlikyBaHHs OyJI0O OCTAaTOYHO NPUIIMHEHE 4Yepe3 BIAXWICHHS Bi HOPMHU B JIaDOpPaTOPHUX
MOKa3HUKax IMe4uiHKoBOi (yHKIii MeHme HiK B 1 % mamientiB 3 XMJI. ¥V mnarmienTiB 3i
IITYHKOBO-KUIIKOBUMH CTPOMAJIBHUMHU MyXJHHAMHU (JociipkeHHs B2222) cnocrepiranocs
6,8 % Bumnankis nigBuiieHHs piBHsa AJIT (ananinaminorpancdepasu) crynens 3 ado 4 ta 4,8 %
BunankiB migBumieHas piBas ACT (acmaprataminorpancdepasu) crymeHs 3 abo 4.
[linBumienns piBHga  OuUtipyOiHy  Bia3Hayanoch  MeHII  HDK Yy 3%  MAli€HTIB.
[ToBiTOMIISUIIM PO BUIMAJKK IMTOJITHYHOTO Ta XOJIECTATUYHOTO TENaTUTy Ta IEeYiHKOBOI
HEJOCTaTHOCTI, ACSIKI 3 SIKUX MaJld JIETAIbHUN HACIIIOK, Y TOMY YUCII B OJIHOTO MAIli€HTa, SKUI
3aCTOCOBYBAB BHCOKI JIO3H MapaleTamory.

Onuc okpeMux Mo6iYHUX PEakKIlii.

Peaxmusayis cenamumy B.

IcHYIOTH MOBIOMJICHHSI TIPO PEAKTHUBALIIO renatuTy B y maimieHTiB micis npuiiomy iHTIOITOpY
BCR-ABL-tupo3unkinazu (ITK). V neskux Bumaakax 1€ CHOPUYMHWIO TOCTPY TMEYiHKOBY
HEJOCTaTHICTh a00 renmaTUT 3 (yIbMIHAHTHHM IepediroM, IO BUMArajo TpaHCIIaHTaIlil
neviHky a0 MPU3BOIUIIO JI0 JIETATBHUX HACIIKIB.

Tlosidomnenns npo nido3posani noOIYHI peaxyii

[ToBimoMieHHsT TPO MiAO3pIOBaHI MOOIYHI peakuii Micas peecTparii JTIKapchbKOro 3acoly €
BOXIUBOIO Tmporenyporo. lLle 1mo3Bonsie MpOAOBXKYBAaTH MOHITOPHUHT — CHiBBIJHOIICHHS
«KOPHUCTB/PU3UK» AJIS BIAMOBIIHOTO JIIKAPCHKOTO 3ac00y. MenuyHuM mpaiiBHUKaM HEOOX1IHO
HOBIIOMIISITH TpOo OyIb-sIKi MMiJ03pIOBaHI TMOOIYHI peakiii dYepe3 HamiOHAIBHY CHCTEMY
[IOB1IOMJIEHb.

Tepmin npuoamnocmi. 2 poKu.

YmoBu 30epiranns. 36epiratu B OpUriHaibHIM yIMAaKOBIIl Y 3aXUIIEHOMY BiJl BOJOTH MICL HpU
temrneparypi He Buiie 25 °C. 30epiraTi B HEIOCTYITHOMY IS IiTEH MicIli.

YnakoBka.
Kancynu mo 100 mr: mo 10 xamcyn y Omictepi; mo 3 abo 12 OmicTepiB y madili 3 KapTOHY.
Kancynu o 400 mr: o 10 xaricyn y 6iictepi; mo 3 GicTepH y madili 3 KapToHY.

Kareropis Binmycky. 3a peuentom.

BupoOnuk.
Cingan ®@apma C.P.JL.

Micue3naxonxeHHs BAPOOHHKA TA ajpeca MicUs NPOBAIKeHHS HOro AiIbHOCTI.
Oyn. lona Muxanaue, 11, cextop 1, 011171, byxapect, PymyHis.
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