Pe3oMe niiaHy ynpapJ/iiHHA PU3HKAMH U1l JTIIKAPCHKOT0 3ac00y

ImaTuni6 Menak, kancysau no 100 mr,
ImaTunid Menak, kancyau no 400 mr,
(1 kancymaa mictutb:100 Mr iMmaTuniOy y popmi Mme3niary;
1 kancyaa micturh:400 mMr imaTunioy y ¢popmi me3uniary)

Yactuna VI: Orasa 3axonis [liiany ynpaBJiiHHA pU3HKaMHU

Orusap 3axonis [nany ynpasiinas pusukamu s Imatunid Menaxk, 100 mr, 400 mr kancynu
TBepi (iMaTHHIO)

Le#t ormsin 3axoniB [lmany ynpasninas pusukamu (ITYP) crocyerbes mikapchbkoro 3aco0y
Imatuni6 Menak, 100 mr, 400 mr xancymu tBepai. [IYP neranbHo onucye BaKIHMBI pU3UKA
Jikapchkoro 3aco0y ImatuHi6O Menak, cmocobu MiHIMI3alii LIHMX PU3HKIB, a TaKOXK
3aMpONOHOBaHI JIOCHIDKEHHS JUIsi OTPUMAaHHS JIOJAaTKOBOI i1H(OpMAIl MpO PUBHKH Ta
HEBHM3HAYEHI IaHi CTOCOBHO JIIKapCchKOro 3aco0y IMatuni6 Menak (BiacyTHs iHdopMartis).
[HCTpyKIisS 711 MEOUYHOTO 3acTOCyBaHHS Jikapcbkoro 3aco0y (Inctpykumis) Imatuni6
Menak MicTHTh iH(pOpMaLi0 MPO 3acCTOCYBaHHS JiKapchkoro 3acody Imatmni®6 Menak,
HEOOX1THY MEIMYHUM TPAI[iBHUKAM Ta MaI[IEHTaM.

l. Jlikapcpkuii 3aci0 i 111 40T0 BiH BUKOPHCTOBYEThCS
Imatuni0 Menak npu3HayeHUH 171 JIIKYBaHHS:

e Malli€eHTiB (AiTel) 3 ynepiie AiarHocToBaHo0 (inanenbdiiicbkoro xpomocomoro (ber-
abl) mosutusHOO (Ph+) xponiuHOIO MienoimHO neikemiero (XMJI), mis sKHX
TpaHCIIaHTAIlls] KICTKOBOTO MO3KY HE PO3IJISIIA€ThCs SIK TepIa JIiHig Tepartii;

e mamieHTiB (xmitei) 3 (Ph+ XMJI) y xponiuniil ¢as3i micns HeBaanoi Teparii
iHTepdeponom anbdha abo y mporpecyrouiii ¢asi, abo y a3l OmacTHOT KpH3U
3aXBOPIOBaHHS;

e jopocnux narieHTiB 3 (Ph+ XMJI) y da3i 61acTHOT Kpr3u 3aXBOPIOBAHHS,

e TAIIEHTIB (JOPOCIHMX Ta JITEH), Y CKIal XiMioTeparrii, 3 ymepIie J1arHoCTOBAaHOIO
MO3UTUBHOIO TOocTporo JiMpobnacTHow neiikemiero (Ph+ I['JIJI) 3 HasBHiCTIO B
neikonuTax ¢ginanenbPpiiicbkoi XpOMOCOMU;

® JIOPOCIIMX MAIlI€HTIB, IK MOHOTepaIlis, 3 rocTporo JiMpobdiacTHoo nelikemiero (Ph+
['JIJT) y cTazaii penuanBy a0o sika BaKKO IMiIIA€THCS JTIKYBaHHIO;

®  JIOPOCIIUX MaIi€eHTIB 3 MI€JI0UCINIACTUYHUMHU/Mi€JI0TIpoSTihepaTUBHUMHU
3axBoptoBanHsiMu  (MDS/MPD), mnoB’s3anumMm 3 1epeOyJoBOIO  TEHa
TpoMmbonuTapHoro dakropa pocty (TDP);

e Jqopociux 3 rinepeosuHopinpbHEM cuHAapomMoMm ('EC) Ta/abo xpoHIYHOIO



eo3nHodibHOO Nelikemiero (XEJI) 3 mepebynosoro renis FIP1L1-PDGFRa.

Edexr Bim 3actocyBaHHsS JiKapchbkoro 3aco0y ImatmHiO Memak mpu TpaHCIUIaHTaIlii
KICTKOBOT'O MO3KY HEJIOCTATHHO BUBUCHHIA.

ImaTuHi6 3aCTOCOBYIOTH IS

e nikyBaHHA nopociux narieHTiB 3 Kit (CD117)-nmo3utuBHUMU HeonepadeTbHUMU
1/a00 MeTacTaTUYHUMH 3JIOSKICHUMH TaCTPOIHTECTHHAIBHUMHU CTPOMATbHUMU
nyxiauaamu (I'ICT);

e ’IOBaHTHOI Teparii JOPOCIUX MAI€HTIB, Y SKUX iICHYE€ BUCOKUN PU3UK PEIUIUBY
Kit (CD117)-1103uTHBHHX 3JI0SKICHUX TACTPOIHTECTHHATBHUX CTPOMATIBHUX MYXJIHH
(T'ICT) micns pesexuii. [lamienTH, y SKUX iCHY€ HU3bKUN YM MiHIMATbHUHN PH3HK, HE
MOBUHHI OyTH ITiJIaHi a1’ FOBaHTHIN Teparnii,

e JIKyBaHHS  JIOPOCIMX  TAIi€HTIB 3  HEONmepaOelIbHOI  BHIIHMPAIOYOIO
nepmarodidpocapkomoro  (dermatofibrosarcoma protuberans (DFSP)), Ta vy

JOPOCITUX MAIiEHTIB 3 PEIHIUBYIOUYOIO i/abo METACTaTUIHOIO
nepmarodiopocapkomoro (DFSP), sxka He Moke OyTH BUAalieHA XipypriyHUM
HITSIXOM.

VY nopocnux Ta aiTelt epEeKTUBHICTh IMATHHIOY OIIHIOETHCS Ha OCHOBI JIAHHMX OO0 YaCTOTH
3arajbHOI F€éMaTOJIOTIYHOI Ta IUTOTEHETHYHOT BIAMOBI1 Ta BUXKUBAHOCTI 0€3 POTrpecyBaHHs
ipu XMJI, yacToTH reMaTosIoriyHo1 Ta HUTOreHeTHYHOI Bianoial npu Ph+ I'J1JI, MDS/MPD,
yactotu rematosioriunoi Biamoiai npu ['EC/XEJI ta wactoT 00’€KTHUBHOI BIAIMOBIII Y
JOPOCIMX TAIIEHTIB 3 HeomepaOelIbHUMH Ta/ab0 METAaCTaTUYHUMHU  3JIOSAKICHUMHU
CTPOMAJIbHHMH  TMyXJHMHAMH  [UTyHKOBO-KHIIKOBOTO  TPakKTy Ta  BUIHPAIOYOIO
nepMatogiopocapkoMoOr0, a TaKOX BHXKMBAHOCTI 0e3 MpOrpecyBaHHs NpH aj IOBAHTHOMY
JIKyBaHHI MAI[IEHTIB 31 3JIOSKICHUMU CTPOMAJbHUMHU HUTYHKOBO-KUIIKOBUMH ITyXJIHHAMHU.
JlocBia 3acTocyBaHHs iMaTHHIOY y mauieHTiB 3 MDS/MPD, nos’s3anumu 3 nepe0y10BOIO
reHa TpomborutapHoro ¢akropa pocry (T®P), nyxe obmexenuit. He mnposoaumocs
KOHTPOJIbOBAHUX JOCIIKEHb, IO JOBOJWIM O KIIIHIYHY KOPHUCTh a00 301IbIICHHS
BIKMBAHOCTI BiJ] MyKOJIITHYHOT'O 3aC00y MpHU LKUX 3aXBOPIOBAHHSIX JJISl JOTIOMIXKHOI Tepamii
pO3MaiB NUXAIbHUX MUISAXIB, IO XapaKTepU3YIOThCS HAIMIPDHUM BUIUICHHSM B’SI3KOTO
CITM3Y, BKIIFOYHO 3 XPOHIYHUM OOCTPYKTHBHHUM 3aXBOPIOBAHHSM JUXATEHUX IIJISXIB.

1. Pu3zukn, noB's3ani 3 JgikapcbkuM 3aco0oM, Ta 3axoaM 3 MiHimizauii a0o
NMOJAJbIIOT XaPpAKTEPUCTHKHU PU3UKIB

Hwxde HaBOIATHCS BaXKIIMBI PU3HMKH, MOB'SA3aHi 3 JTIKapChbkUM 3acoboM Imatuni6 Menak, a
TaKO 3aX0JIM 3 MIHIMI3allil TAKUX PU3UKIB, Ta 3alIPOIIOHOBAHI1 JOCTIIPKEHHS JUIsl OTPUMaHHS
JIOIaTKOBOT 1H(pOpMAaIlii PO PU3KKH, TOB'sI3aH1 3 JIIKapChKUM 3acoboM ImaTnHiO Menaxk.

3axomamu 3 MiHIMI3aIlll pU3UKIB, BUSBICHUMH JIJIS JTIKAPCHKUX 3aC001B, MOXYTh OyTH:

e KOHKpeTHa iH(pOpMAallisd, HANPHUKIAA, TOMNEPEeKEHHs, 3amo0bKHI 3aXoau Ta



PEKOMEH Il [II0/I0 HAJICXKHOTO BUKOPUCTaHHS, 3a3Ha4yeHi B IHCTpyKIIii Ta aapecoBaHi
MaIieHTaM Ta MEAMYHUM TIPAlliBHAKAM;

®  BAXJIMBI IOPAJH IIOJI0 YIAKOBKH JIIKAPCHKOTO 3ac00y;

e  JIONMYLICHUNA PO3MIp YIMAKOBKH — KUIBKICTB JIIKAPCHKOTO 3ac00y B YITAaKOBII OOMPAETHCS
TaKUM YHHOM, 11100 320€31MeUnTH HaJIe)KHE 3aCTOCYBAHHS JTIKaPCHKOTO 3ac00Yy;

®  MPaBOBUIH CTATyC JTIKAPCHKOTO 3ac00y — CIOCIO BiAMMYCKY JIKapChKOTO 3aC00Y MAIliEHTY
(HampukIaa, 3a perenTom ado 6e3 HbOro) MOXKeE JOIMTOMOTTH MIHIMI3yBaTH MOTO PU3UKH.

VY CyKyITHOCTI 1li 3aXO/IU CTAHOBJISTH PYMUHHI 3AX00U MIHIMI3aYii pu3suKia.

Sxmio BakimBa iH(OpMaIlis, sKa MOKe BIUIMHYTH Ha Oe3MeuHe BUKOPUCTAHHSI JIIKAPCHKOTO
3aco0y Imatuni0 Menak 11e He IOCTyIHA, BOHA BKa3aHa B po3auii «BincyTHs iHpopmaris»
HUKYE.

I1.LA Cnucok easxcnueux pusukie ma ¢iocymuwoi ingpopmauyii

BaxxnuBumu pusukamu Jikapcbkoro 3acody Imatuni®6 Menak € pu3uku, sSiKi BUMararTh
CHEI[laIbHUX 3aXOJiB 3 YIPABIIHHS PU3MKAMH 3 METOI0 MOJAIBIIOTO AOCHIIKEHHS abo
MiHIMi3alil pU3HUKy JUIsi O€3MEeYHOr0 3aCTOCYBAaHHS JKapChKOTO 3aco0y. Baxkmusi pusuku
MOYKHa BBaXKaTH BUSBJICHUMH a00 MOTEHUIHHUMH. BUSABIIEHI pU3UKH CTOCYIOTHCS BUIAIKIB,
B SIKMX JIOCTATHBO JIOKa31B 3B'A3KY 13 3aCTOCYBaHHAM JIIKapchbKoro 3acol0y Imatnni6 Menak.
[ToTeHwiiHI PU3UKU CTOCYIOTHCSI BMIAJKIB, B SIKHX 3B’SI30K 13 3aCTOCYBaHHSM ILIbOT'O
JIKapChKOTO 3aC00y BBAYKAETHCSI MOKJIMBUM Ha OCHOBI HasiBHUX JIaHUX, aje 1l 3B A30K 111e
He OyB BCTaHOBJICHUH 1 OTpeOye MOAaNbIIOi OIHKUA. BincyTHs iHpOpMaIlis CTOCYEThCS
JTAaHUX Mpo Oe3MeKy JiKapchbKoro 3acoly, sKi 3apa3 BIACYTHI 1 gKi cii 310patu (Harmpukiam,
110710 IOBIOTPUBAJIOTO 3aCTOCYBaHHS JIKapChKOT0 3ac00y).

Orasig npodJiem Ge3nexku

BaxuBi BUSBIIEHI PU3HKH e Hemae

BaxmB1 IOTEHIIIHI PU3HKH | o [ToBTOpHE MEPBUHHE 37I05KICHE YTBOPEHHS

e [lepeHocHMICTH Mij Yac BariTHOCTI Ta HACTIAKUA BariTHOCTI

miTen

e 3acTocyBaHHA y MaIli€HTIB-AITeN BIKOM JI0 2 POKiB

BincyTHst inpopmartis e Hacnigku 1OBroTpuBanoro 3acTOCyBaHHS y TMAaIli€HTIB-

I1.B  0Ozna0 easricnusux pusuxie

Jlani cTOCOBHO O€3MEKHM B 3allPOIIOHOBAHIM IHCTPYKIIIT BiAMOBIIAIOTH JAHUM, 110
CTOCYIOTECS pepepeHTHOTO JTIKapChKOTO 3ac00y.



11.C  Ilnau po3eumky nicaapeecmpauiiinux 00cioiiceHs

11.C.1 JocaimxeHnsi, siki € mnepeiyMoBaMH OTPHUMAHHSI [03BOJIy Ha [OMYCK /10

peadtizamii

s mikapcekoro 3aco0y ImatuHiO Megak He nepeadadeHo >KOIHUX MICIApeeCTpalliiHIX
JOCIIJKCHb, MO0 € TepeAyMOBaMH OTPUMAaHHS J03BOJIy Ha JOMYCK JO0 peainizamii abo

KOHKPCTHHUMH 3000B'sI3aHHSIMU.

11.C.2 Inmi gocaigkeHHs y micjasipeecTpaniiiHoMy IJIaHi pO3BUTKY

Jlist mikapcepkoro 3aco0y IMatuHiO Menak He nepe0adeHo KOTHUX JOCIiKEHb.



