IHCTPYKIIA
AJIS1 MEIUYHOI0 32CTOCYBAHHS JIKAPCHKOI0 32C00y

IMATHUHIB-BICTA AC
(IMATINIB-VISTA AC)

Cknao:

diroua peyosura: IMaTHUHIO;

1 tabnerka MicTuTh iMaTUHIOY Me3miaty 119,5 mr abo 478 Mr, 1m0 €KBiBaJIEHTHO IMaTHHIOY
100 mr a6o 400 mr;

donomidicHi  pevosunu: Temon03a Mikpokpucramiuna (E 460), TiapoKcUIpomimentonosa
Husbko3amimieHna (E 463), mosinon (E 1201), kpocnoBigon (tum A) (E 1202), kpeMHir0 gioKCHT
koustoinuuit 6e3Boauuii (E 551), marnito creapar (E 470b);

ob6ononka: rinmpomenosa (E 464), makporon 400, tamek (E 553b), 3amiza okcuj 4epBOHHI
(E 172), 3amiza okcun sxoptuii (E 172).

Jlikapcbka ¢opma. TabeTku, BKPUTI TUTIBKOBOKO 000JIOHKOIO.

OcHo6HI i3uKo-XiMIUHI 61ACMUBOCTI.

100 mr: TabneTku, BKPHUTI TUTIBKOBOIO 000JIOHKOIO, BiJl TEMHO-)KOBTOTO JI0 KOPUYHEBO-
OpaHXeBOT0 KOJbOPY, KPYTriaoi GopMHu, 3 PUCKOIO JIJIs po3JoMy 3 ojfHOro 00Ky Ta ‘100’3 iHIIoro
OOKYy.

400 w™r: TabneTKH, BKPHUTI IUTIBKOBOIO OOOJIOHKOIO, BiJi TEMHO-)KOBTOTO JIO KOPHYHEBO-
OPaHXEBOTO KOJIHOPY, OBAITLHOT OPMHU, 3 PHUCKOFO ISl PO3JIOMY 3 OHOTO 00Ky Ta ‘400’ 3 1HIIIOTO
OOoKy.

dapmakoTepaneBTHYHA rpyna. AHTUHEOIIacTUYH1 3acobu. [HribiTopu Tupo3unkinasu BCR-
ABL. Imatuni0.
Kox ATX LO1E AO1.

Dapmaxonoziuni enacmueocmi

Dapmakoounamika

IMaTuHIO € HU3bKOMOJIEKYJISIPHUM 1HTI0ITOPOM NMPOTETH-TUPO3UHKIHA3H, 1110 3HAYHO MPUTHIUYyE
axktuBHicTh THUpo3mHKiHA3u (TK) BCR-ABL, a Takox neski penentopai TK: Kit-pemenrop
¢dakTopa CcTOBOYPOBHMX KIIITHH, 3aKOAOBaHMM mpoTooHKOreHom c-Kit, peuentopu JOMeHY
muckoinuHy (DDR1 ta DDR2), peuentop konoHiectumymtoBanbHoOro gakropa (CSF-1R) 1
peuenTopu TpombornurapHoro ¢pakropa pocty anbpa i 6era (PTOP-ampdpa 1 PTDP-6era).
ImaTuHIO MOXe TakoX NPUTHIYYBaTH KJIITHHHI HPOLECH, ONOCEPEIKOBaHI aKTHUBALIEI IHX
peuenTopHux KiHa3. IMaTtuHIO € iHri0ITOPOM MPOTETHTHUPO3MHKIHA3H, SIKUM CHUIIBHO MpPUTHIUYE
tupo3unkinazy BCR-ABL in vitro, Ha kiiTuHHOMY piBHI Ta In Vivo. Lls cronyka BHOIpKOBO
NpUTHIYY€e mposidepartito 1 CTUMYIIOE alonTo3 y MO3UTUBHUX KIITHHHUX JiHIAX BCR-ABL, a
TaKOX y IIOMHO YpPaKEHUX JEMKEeMIYHMX KIIITUHAX Y MAalll€HTIB 3 HAasBHICTIO B JIEHKOIMTAX
dinanenbhilicbkoi XpOMOCOMHU NPH XPOHIYHOMY TIO3UTUBHOMY Miesoseiiko3i (Rh*) Ta 3 roctporo
aimMpoOracTHOO JelikeMmiero. IN VIVO crojdyka BHSBISE€ MPOTHIYXJIMHHY AKTHBHICTH MpPH
mMoHnotepaii Ha moaeni BCR-ABL-03UTHBHUX KITITHH MyXJIUHU y TBAPHH.

Kpim Toro, iMmaTrHi0 € CUJIbHUM 1HT101TOPOM pelienTopa THPO3UHKIHA3H 00 TPOMOOIIUTAPHOTO
¢axTopa pocty (TOP) i dakropa emOpionansHoi kiaituau (PEK), c-Kit i npurniuye TOP- Ta
®EK-onocepenkoBani 3MiHM 3 OOKy KIITHH. [n vitro iMaTuHIO TpUTHIYYe Tmpodidepariro 1
CTUMYJIIO€ alloNToO3 y KIITHHAX TracTpoiHTeCTHHAIbHOI cTpoMaibHOi myxiauHu (I'ICII), mo
BUPAXKAEThCs B akTHBaii myTaiii Kit.

KonctutyruBHa aktuBamis peuentopa TOP abo mnporeintuposunkinasu BCR-ABL €
pe3yJbTaTOM IHTEerpanii 3 pi3HOMaHITHUMHU OuTkaMu abo ctumyssinii cunresy TOP, mo Oynu



sanmydeHi y maroreHe3 MJIC/MII3 (MienoauCIUIaCTUYHOTO CHHIPOMY / MieJonpodiidepaTuBHIX
3axBopioBanb), ['EC/XEJI (rimepeo3suHO(diIBLHOTO CHHAPOMY / XpOHIYHOT €03uHO(IIBHOI
neiikemii) i JI®CB (mepmarodidbpocapkomu Bumuytoi — dermatofibrosarcoma protuberans
[DFSP]). Imaruni® inridOye curhan po mnpomidepamii KITHH, IO CYIPOBOIKYIOTh
nezaktuBoBanuii TP Tta nmismeHicTh THpo3uHKiHA3m BCR-ABL. EdextuBHICTH iMaTHHIOY
0a3yeTbcs Ha 3BHYAMHMX TEMAaTOJIOTIYHUX Ta IUTOTCHETHMYHUX JaHUX PIBHS BIAMOBiAI Ha
JIKYBaHHS Ta TPUBAJIOCTI KUTTA 0e3 mporpecyBaHHs xBopobu npu XMJI (xpoHiuHa MienoinHa
JeiikeMis), Ha 3BUMAHUX T€MATOJIOT1YHUX Ta UTOTEHETHYHUX JAHUX PiBHS BiAmoBini npu Ph+
I'JIJT (mo3utuBHA roctpa giMdoobaactHa aeiikemis), MJIC/MII3 (mienoaucriacTHIHUN CUHIPOM
/ wmienonpomidepaTUBHI 3aXBOPIOBaHHsA) Ta Ha 00 ekTtuBHUX BignoBimsx mnpu [ICIT 1
HeonepabenpHiid JJOCB (nepmatodiOpocapkoMi BUITHYTIH).

Dapmaxokinemuka

His imaruniOy Oyna BHBYEHa TIpW BBEISHHI 103 B aiama3oHi Big 25 mgo 1000 mr.
®dapMakoKiHeTHYHI Pod1iTi y TIa3Mi aHaTi3yBalucs B | IeHb, a TaKOX Ha 7 cHb a00 Ha 28 JCHb,
KOJIU OYJI0 TOCSATHYTO PIBHOBAKHOT KOHIICHTPAIII1 Y TIJ1a3Mi KPOBI.

BemokryBanns. CepenHs aOComoTHA 010J0CTYHICTh iMaTHHIOY cTaHOBUTH 98 %. VY maiieHTiB
croctepiranacsi BupaxeHa BapiabenbHicTh piBHI AUC imaruniOy B mjia3Mi KpoBi Mmicis
NEPOPANBHOTO MPUIOMY JIKApChKOTO 3ac00y. SIKIIO JiKapCchKuil 3aci0 MpHiiMain pa3oM i3 1Kero
3 BHCOKHM BMICTOM XHUpY, pPIBEHb BCMOKTYBaHHS IMaTHHIOY MiHIMaJbHO 3MEHIIYBaBCS
(3menmenHs Ha 11 % Cmax Ta MOZOBKEHHS tmax Ha 1,5 ToanHM) 13 He3HAYHUM 3MeHIeHHsM AUC
(7,4 %) nopiBHSAHO 3 MPUHOMOM HaTie. BIUiMB paHilie epeHECEHOro XipypriyHoro BTpydYaHHs
Ha [IUTYHKOBO-KUIIKOBOMY TPaKTi Ha BCMOKTYBaHHS IMaTHHIOY HE BHBUYABCSI.

Posmoxin. 3a maHuMu in Vitro, mpu KIIHIYHO 3HAYYIIMX KOHICHTpAIsSX iMaTHUHIOY WHOro
3B’A3yBaHHA 3 OUJTKaMU TUTa3MH KPOBi CTAHOBUTH 95 % (TOJIOBHUM YHHOM 3 QJIbOYMIHOM 1 KHCITHM
O-TJIIKOIIPOTEIIOM, HE3HAYHOIO MIpPOIO 3 JIIOMPOTETHOM).

Meta6o:mi3M. OCHOBHHM HUPKYJIIOYHM META0OTITOM y JIOIUHU € N-IeMeTHIbOBaHa TOXiTHa
mirnepasuHy, 1o AEMOHCTPYE iN VItro moTy»XHiCTh, OJIM3bKY J0 MOTYKHOCTI BUXIHOT PEYOBHHH.
[TnazmoBa AUC mporo merabonity cranoBuTh Titbku 16 % AUC imaTuniOy. 3B’s3yBaHHS 3
Olnkamu mia3Mu KpoBi N-IeMeTHIbOBAaHOTO MEeTaboMiTy € OJIM3bKUM JI0 3B’SI3yBaHHS BUXIIHOT
CTIOJTYKH.

ImatuHi6 Ta N-nemMeTnaboBaHUI METa0OIT pa3oM CTAaHOBIATH MPUOIN3HO 65 % HUPKYIIOH0YOi
pamioakTuBHOCTI (AUCo 48h). Pemty nupkyioouoi pagaioakKTUBHOCTI YTBOPIOIOTH UHCJEHHI
JpyropsiHi MEeTa0oITH.

Pesynbrati pociipkens in Vitro ceigyats, mo CYP3A4 € oCHOBHUM JTIOJACHKUM (hepMEHTOM
P450, sxuit xatamizye OioTpaHcdopmaniro iMaTuHiOy. Ha manem mikapchkux 3aco0iB 3
MOTEHIIIHHOIO B3aeMO/Ii€r0 (arieTamiHoeH, aluKIoBIp, ajJoMypruHOIl, aMGOTEpUIINH, ITUTapadiH,
epUTPOMILIMH, (hITyKOHA30], TiAPOKCHCEYOBHHA, HOP(IOKCALIMH, MEHIWIH V) MoKa3aHo, 110
tinekn epurpoMinmH  (ICsp 50 mxmons) Ta duykonazon (ICsp 118 MkMoOIB) TraibMyrOTh
MeTaboJI113M IMaTHuHIOY, 1110 MOYKEe MaTH KJIIHIYHE 3HAaYEeHHS.

JloBeneHo in Vitro, mo iMaTtuHIO € KOHKYPEHTHHM iHTIOITOPOM MapKepHUX CyOCTpaTiB s
CYP2C9, CYP2D6 Tta CYP3A4/5. 3nauenns K; Ha NIOICBKMX NEUYIHKOBHX MiKpocoMax
craHoBuwio 27, 7,5 Ta 7,9 MKMONB/N BIANMOBIAHO. MakcuMmaibHa TUIa3MOBA KOHIIEHTpAIlis
iMaTHHIOY y MAI[i€EHTIB CTAaHOBUTHh 2—4 MKMOJIb/J, TOMY MOXXJIHMBE I'aJIbMyBaHHS MeTabomi3My
OJIHOYACHO BBEJICHUX JIKAPCHKUX 3ac00iB, MO MeTabomi3yoThes 3a ydactio CYP2D6 Ta/abo
CYP3A4/5. Imatuni0 He mnepemkomkae OiorpaHcdopmarii S-¢ropypauuiy, ane iHriOye
MeTaboli3M  MakiiTakcely B pe3ylbTari  KOHKypeHTHoro  rambmyBaHHi  CYP2C8
(Ki = 34,7 mxmonb). Take 3HauenHs K € 3Ha4HO BUIIMM, HIXK OYiKyBaHa MJ1a3MOBa KOHIICHTpPAIIis
IMaTUHIOY y MaIi€HTIB, TOMY HEMA€ IMiJCTaB OYIKyBaTH B3a€MO/IIi IPU OJIHOYACHOMY BBEJEHHI 5-
¢dTopypanmty abo nakiiTakceny 3 iMaTUHIOOM.

Bupenenns. Ilicns mepopaidbHOTO 3aCTOCYBAaHHA MIi4EHOTO pagiOaKTUBHHM i30Tomom 4C
iMaTuHIOy npubau3Ho 81 % 103U BUBOAMTHCS MPOTATOM 7 AHIB 3 KajioM (68 % 103u) Ta ceuero




(13 % mo3wu). Y He3MiHEHOMY BHUTJISII BUBOAMTHCS OMu3bko 25 % no3u (20 % 3 xamom ta 5 % i3
ceuero). Pemra iMmaTuHiOy BUBOIUTHCS y BUTIIAI METaOOJIITIB.

[TnasmoBa dapmakokineTuka. [licist mepopabHOTO BBEACHHS 3I0POBUM JTOOPOBOJIBISIM TIEPIOT
HAIIBBUBE/ICHHS t1/2 CTAHOBHB NPUONM3HO 18 TOAMH, MO CBIAYUTH HA KOPUCTH MPUHOMY
iMaTuHIOy oJIMH pa3 Ha 100y. 3pocTaHHs cepenuboro 3HaueHHS AUC mpu 301IbIIICHH] J03U MaJio
JTHIMHAHT 1 1030NPONIOPIIHHNN XapakTep y pa3i npuiiomy iMaTHHIOY BcepeauHy y 1031 Big 25 mr
no 1000 mr. 3MiH y KiHETHIll IMaTHHIOY MICIs TMOBTOPHOTO BBEIEHHS HE CIIOCTEPIrajoch, a
Hakonu4eHHs Oyno y 1,5-2,5 pa3a OibIIKM y cTaHi pIBHOBAru Mpy BBEJCHHI iMaTHHIOY OAMH pa3
Ha 700y.

dapMakoKiHETHKA V MAl€HTIB 31  NUIYHKOBO-KHIIKOBUMH CTPOMAJIBHUMH ITYXJIMHAMH.
V nani€eHTiB 31 LUTYHKOBO-KUIIKOBUMH CTPOMAJIbHUMHU ITyXJIMHAMU €KCIO3HULIS Y PIBHOBAXKHOMY
crani Oyna y 1,5 pasa Bumioro, Hixk y namiedtiB 3 XMJI npu 3acTocyBaHHI TaKoro K J03YBaHHS
(400 mr Ha 100y). Ha 0CcHOBI 1aHUX [TOTIEPEIHBOTO MOMYJISAMIHHOr0 GapMaKOKiHETUYHOTO aHATI3y
JUIS TIAIIIEHTIB 31 IITYHKOBO-KUIIIKOBUMH CTPOMAJIbHUMU MyXJIMHAMH OyJ10 3HAWICHO TPU 3MIHHUX
(ampOyMiH, JeHKOUMTH Ta OuTipyOiH), SKI MaldM CTAaTUCTUYHO 3HAYYIMIMKA 3B’A30K 13
(apMaKOKiHETUKOIO 1MaTUHIOy. 3MEHIIEHHS pIiBHSA anbOyMiHYy 3yMOBJIIOBAJIO 3MEHIIECHHS
kiipercy (CL/f); Bummii piBeHb JeHKOIUTIB Mpu3BoauB 10 3MeHIneHHsa CL/f. Onnak neit 38’130k
He OyB JIOCTaTHBO BHUPKEHUM, 100 BUMaraTH KOpPeKIii Jo3yBaHHA. Y Ii€i KaTeropii marieHTiB
HAsBHICTh METACTa31B y MEUiHKY, HMOBIPHO, MOX€e MPU3BOJUTH JI0 MIEUIHKOBOT HEJOCTATHOCTI Ta
3HIDKCHHS METab0IIi3MYy.

dapMakoKiHETHKa B MOOyJAlisfxX. Pe3ynapTatu momyssimiiiHOro (apMakoKiHETHYHOTO aHaji3zy
JaHuX 1moao0 mamieHTiB 3 XMJI mokasaim He3HauyHWH BIUIMB BiKy Ha 00’€M PO3MOILTY
(36inpmieHHs Ha 12 % y mamieHTiB BiKOM > 65 pokiB). Taka 3MiHa He BBaXKA€ThCSA KIIHIYHO
3HaYMMOI0. BIumB Macu Tina Ha KilipeHc iMaTuHIOy € TaKuM, [0 Y MaIi€HTIB 3 Macoro Tia 50 kr
OUIKY€TBhCSl cepelHii KiipeHc 8,5 n/ro, ToIl sK y maimieHTiB 3 macoro Tina 100 kr kiipeHc
3poctratume 110 11,8 n/rox. Taki 3MiHH HE BBXKAIOTHCS IOCTATHIMH, OO BUMAraTh KOPEKIIii 1031
HAa OCHOBI Macu Tina. BrumBy crari mnaimieHTa Ha KIHETUKY i1MaTHHIOy HE BUSBIICHO.
PapmakokiHeTHka y giTed. SIK i B IOpOCITUX MALi€HTIB, y MEAIaTPUYHHUX MAIi€HTIB iIMATHHIO
IIBUJIKO BCMOKTYBAaBCSl MICIs MEPOPaJIbHOro mnpuifomy B jpociimkeHHsx ¢asu I ta dasu 1L
[Tpu BBenenHi aitsam 260 ta 340 MF/MZ/)I06y JIOCSITaNach TaKa ) €KCIO3UIIif, SIK BIMOBIIHO TIPU
no3ax 400 mr ta 600 mr y nopociux nauieHTiB. [TopiBHsHHS AUCo 24 Ha fieHb 8 Ta B ieHb | mpu
3actocyBaHHi 1031 340 Mr/mM?/noOy BusBuio 1,7-pa3soBe HAKONMYEHHS IIiCHIS IIOBTOPHOTO
npuiioMy OAMH pa3 Ha J100y.

Ha ocHoBi y3aragpHeHOTO (hapMaKOKIHETUYHOTO aHaTI3y MOMYJIALIN JITe 3 TeMaToJOTIYHUMHU
posnagamu (XMJI, Ph+ I'JIJI aGo iHImIi reMaTosoriuH1 po3iaau, sKi JIiKyBaJiu iMaTHHIOOM) Oyi10
BCTaHOBJIEHO, 1110 KJIIPEHC IMaTUHIOY MIABUINYEThCA 31 30UIbIIEHHM IO MOBEepXHI Tina. [licns
KOpUT'YBaHHS BIUIMBY IIJIOLII MOBEPXHI Tijia 1HII AeMorpadiuHi ¢pakTopH, Taki K BiK, Maca Tijia,
1HJIEKC Macu TiJIa, HE MalOTh KJIIHIYHO Ba)XJIMBOTO BIUIMBY Ha €KCIO3HUIIIIO IMAaTHHIOY. AHaui3
MiATBEPIKYE, 10 EKCTIO3UILA iMaTHHIOY y AiTel, AKi mpuiiMany 103y 260 Mr/mM? o[uH pa3 Ha JeHb
(ane He Gimpme 400 Mr o7MH pa3 Ha jeHb) a6o 340 mr/M? (ane He Ginbme 600 Mr OXMH pa3 Ha
JIeHb), OyJia moibHa 70 Takoi y AOPOCIUX MaIli€HTIB, K1 NpuiiMany iMatuHiO y 1031 400 mr abo
600 Mr oauH pa3 Ha JICHb.

[Topymenns ¢yHkuid oprasiB. ImatuHi6 Ta HOoro MmeraboJiTHM HE BUBOJSATHCS HUPKAMU Y
3HayHOMY 00cs31. [laieHTH 3 JIerkuM Ta MOMIPHUM MOPYLIEHHSIM (PYHKIII HUPOK MalOTh BUIILY
IUIa3MOBY €KCIIO3UIII0, HIXK MalliEHTH 3 HOPMAaJIbHOIO (DYHKIII€I0 HUPOK. 3pOCTaHHsS CTaHOBUTh
npubimsHo 1,5-2 pa3u, mo Bignosimae miaBumieHHIO y 1,5 pa3a piBHS anbda-TIaikompoTeiny
IUIa3MH, 3 IKUM 3HAYHOIO MipOIo 3B’ s13y€eThest iMaTuHi0. KitipeHe BiibHOTO iMaTHHIOY €, HMOBipHO,
OJIM3BbKUM 3a 3HAYEHHSM Yy TAIIEHTIB 3 HUPKOBOKO HEJOCTATHICTIO 1 HOPMAIBHOKO (DYHKITIEO
HUPOK, OCKUIBKM HHPKOBA €KCKpEIlisl € JIPYropsaHUM MUIIXOM BHMBEICHHS iMaTHHIOY. Xoya
pe3yipTaTé  (PapMaKOKIHETUYHOTO aHali3y TOKa3ajld HasBHICTh 3HAYHOI MIXKOCOOOBOI
BapiabeNbHOCTI, Cepe/IHs eKCIOo3ullisl iMaTHHIOY He OyJjia MiJBUIIEHOIO y MAlli€HTIB 3 PI3HUMHU




CTYNEHSIMU TMOPYIICHHsI (QYHKIIIT MEYIHKA TMOPIBHSIHO 3 MAIllEHTaMH 13 HOPMAJIbHOI (DYHKIIIEIO
MIEYiHKH.

Kuiniuni xapakrepucTuku
Ilokazanna. Jlikapchkuii 3aci0 MOKa3aHMM:

e IS JIIKYBaHHS MMAIEHTIB (IOPOCIUX Ta JITEH) 3 yIeple AiarHOCTOBAHOIO IMO3UTHBHOKO
[Ph+] (3 masBHicTIO B Ieiikonurtax (izamenbdiiicbkkoi xpomocomu [BCR-ABL])
XPOHIYHOIO Mi€JIOTAHOIO Jiekikemiero [ XMJI], i skux TpaHCIUIaHTAIlisl KICTKOBOTO MO3KY
HE PO3TJISAAETHCS SK TEepIla JIiHIS Teparii;

e I JiKyBaHHS MamieHTiB (mopociux ta miteit) 3 Ph+ XMIJI y xponiuHidi ¢aszi micis
HeBaanol Teparii iHTepdepoHoM anbda abo y ¢dasi akceneparii, abo y asi OGiactHOrO
KpHU3y 3aXBOPIOBAHHSI,

e IS 3aCTOCYBaHHSA Yy CKJIaJi XiMmioTepamii MamieHTiB (IOpOoCiIMX Ta OITeH) 3 ymepiie
JIarHOCTOBAHOIO TIO3UTHBHOIO TOCTpoio JiMdoodnactHoo neiikemiero (Ph+ TJIJI) 3
HasBHICTIO B JieHKonuTax ¢iganaenbdiicbkoi XpoOMOCOMHU;

® K MOHOTEpAITis JOPOCIHX IMAIIEHTIB 3 TOCTPOIO JiMpobmacTHor nerikemieto (Ph+ I'JLT)
y crajii penuauBy abo 3 TaKOIO, 10 BAXKKO MiJIAETHCS JTIKYBaHHIO;

e JUIA JIIKyBaHHS JIOPOCIMX TMAIEHTIB 3 MIEJIOJUCIUIACTAYHUM  CHHAPOMOM  /
mienonporideparnBaumMu 3axBoproBanHsaMu (MIC/MII3), noB’si3aHuMu 3 nepedy10BOIO
reHa perentopa Tpombonutaproro akropa pocry (TDP);

e s JIIKyBaHHS J0opociux 3 rinepeosnHodinbanM cuuapomom (I'EC) ta/abo XpoHIYHOIO
eosuHodinbHOIO setikemiero (XEJT) 3 mepedynosoro reniB FIP1L1-PDGFRa.

Edexr Big 3acTocyBaHHS JIKapChKOTO 3aco0y MpH TpaHCIUIAHTAallii KiCTKOBOTO MO3KY
HEJIOCTaTHHO BUBYCHUH.
IToka3zaHui TaKOX JJIs:

e gikyBaHHs fopocnux mnamientiB 3 Kit(CD117)-no3utuBHUME HeornepadensHuUME Ta/abo
METACTATHYHUMH 3JI0SKICHUMHU TaCTPOIHTECTUHAIILHUMH CTPOMAJIBHUMU ITyXJIMHAMHU
(TICIT);

e aI’IOBaHTHOI Tepamii JOpOCIMX MAIli€HTIB, y SKUX ICHYE BHCOKHH PHU3UK PEIHIUBY
Kit(CD117)-nm03uTHBHUX 3JIOSKICHUX TacTPOIHTECTUHAIBHUX CTPOMAIBHUX ITyXJIHH
(T'ICII) micns pesexuii. [1amienTy, y SKUX iICHY€ HU3bKHM UM MiHIMAJIbHUNA PU3HK, MOXKYTh
HE OTPUMYBATH a1 IOBaHTHY Teparliio;

e JIIKyBaHHS JOPOCIHX MAIlIEHTIB 3 HeonepadeapHOI0 1epMaTodhiOpocapkoMOI0 BUITHYTOIO,
(dermatofibrosarcoma protuberans [DFSP]) Ta mopociux marieHTiB 3 peluIMBHOIO Ta/abo
METacTaTUYHOI JepMaTo(iOpocapkoMoro, 10 HE MOKe OyTH BHAAJIEHA XIPypridHUM
[IITXOM.

Ilpomunokazannsa. I'inepuayTIUBICTh 10 11F040T PeYOBHHH 200 OyAb-SIKOTO 1HIIIOTO KOMIIOHEHTA
JIKapChKOT0 3aco0y.

B3aemooia 3 inmumu nikapcoKumu 3acovamu ma iHuii 6UOU 63acMo0ill

JlikapchKi 3ac00U, IO MOXYTh HiABUIYBATH KOHIIGHTPAIlil0 iIMAaTHUHIOY B 1u1a3mi KpoBi. Jliroui
pe4yoBHHHU, IO 1HTIOYIOTh akTHBHICTH 130(epmeHTiB CYP3A4 cucremu nuroxpomy P450
(HampuKJIaa 1HIUHABIP, JONiHABIp/PUTOHABIP, CaKBiHABIp, TeJanpeBip, Hendinaip, Oouenpesip;
NPOTHTPUOKOBI 3acCO0M, 30KpeMa KETOKOHA30J, ITPaKOHA30J, IT03aKOHA30J, BOPHKOHA3OIT;
MaKpoJiJ Iy, Taki SIK EPUTPOMILMH, KIAPUTPOMIIUH, TETITPOMILKH), MOXYTh 3HHXKYBAaTH
MeTaboIi3M 1 MiABUILYBAaTH KOHIIEHTpAIilo iMaTUHIOY B Imia3Mmi kpoBi. Crioctepirainocsi 3Ha4He
migBUIIeHHS ToKa3HUKIB (cepenHe Cmax 1 AUC iMatuHiOy — Ha 26 % 1 40 % BIiANOBITHO) Y
3I0POBUX JTOOPOBOJIBIIIB TIICTSI 3aCTOCYBaHHS 1IMAaTHHIOY OJHOYACHO 3 Pa30BOI0 103010
kerokoHazony (iHribitop CYP3A4). Cnig 3 oOepexHICTIO NpU3HAYaTH JIKapChbKH 3acid
omHo4acHo 3 iHrioiTopamu CYP3A4.




Jlikapchki 3aco0M, III0 MOXKYTh 3HMKYBATH KOHIICHTPAIIIIO IMAaTHHIOY B Imia3mi KpoBi. Jlirodi
peuoBHMHHU, 10 € iHmykTopamu akTtuBHOCTI CYP3A4 (mampukmaj nexcameTa3oH, (PeHITOiH,
kapOamasemniH, pudamminuH, Genodbapoitan, GocheniToin, mpumigoH ado 3BipoOiIl 3BUYANHUI
[Hypericum perforatum]), MoxxyTh 3HauHO 3HIKYBAaTH KOHIIEHTpaIliil iMaTHHIOY B I1a3Mi KpOBI,
MiJBUINYIOUM pHU3UK Hee(deKTUBHOCTI JiKyBaHHsA. [Ipum 3acrocyBaHHI OaraTtopa3oBUX 103
pudamminuHy (mo 600 Mr) 3 HMOJaNBIIMM Pa30BUM 3aCTOCYBAaHHIM iMaTtuHiOy y mo3i 400 mr
CIIOCTEpIrajgocsi 3HIKEHHS MakcuMaibHOI KOHIEHTpamii (Cmax) 1 IUIOMmII MiJg KPUBOIO
«xoHneHTpariss — 4ac» Big 0 10 © (AUCo) Ha 54 % 1 74 % BIANOBIAHO, MOPIBHSAHO 3
BIIMMOBIIHUMKM  MOKa3HWKaMu 0e3 3acrtocyBaHHs pubamminuHy. I[lomiOHi pe3ynabratu
CIOCTEPIrajaich y MAIi€HTIB 31 3JI0SKICHOIO IMyXJIMHOI — TJIIOMOIO, SIKI TpUAMaNy iMaTHHIO mif
4yac 3aCTOCYBaHHS MPOTHEMIJIENITUYHUX 3aC001B, IO 1HAYKYIOTh NMEYIHKOBI (DEPMEHTH, TAaKUX 5K
kapOamasemnin, okckap6azenin Ta ¢eniroin. AUC iMaTuniOy y TuiasMi KpoBi 3HIDKyBasacs Ha
73 % TOpPIBHSAHO 3 TaKOI Yy MAI€EHTIB, [0 HE MpHUIMalMd MPOTHENUIENTUYHUX 3ac00iB, IO
1HAYKYIOTh TIeuiHKOBi hepmenTH. Ciil yHUKATH OJHOYACHOTO 3aCTOCYBaHHS pudamminuny adbo
1HmUX notyxHuX 1HIyKTopiB CYP3A4 ii imatuHiOy.

Jlikapcbki 3aco0M, KOHIICHTpallisg SKUX VY IUIa3Mi MOKE 3MIHIOBATHUCh IPH 3aCTOCYBaHHI
iMaTuHiIOy. Imatuni6 miaBumye cepenne 3HadeHHS Cmax 1 AUC cumBactatuny (cyOcTpar
CYP3A4)y 21 3,5 pa3a BianoBiaHo, mo Bkazye Ha inridinito CYP3A4 imatunioom. Tomy ciif 3
00epekHICTIO MpU3HaYaTH Jlikapchkuii 3acid 1 cyoctpatu CYP3A4 3 By3bKUM TepamneBTHUHUM
BIKHOM (HampuKIaa: IHUKIOCIOpUH abo MmMiMO3WA, TaKpoNIMyC, CHpOJIIMYC, €proTamiH,
nieproraMiH, (eHtaHul, andeHTaHin, TepdeHanuH, OopTe3oMiO, JOlLETaKCceNl, XIHITuH).
IMaTuHIO MOKEe MiNBUIIYBAaTH KOHIEHTPAIIIO B IJIa3Mi KPOBI iHIIKUX JIKAPCHKUX 3aco0iB, IO
metabomizyrotbcsi CYP3A4 (manpukiana: Tpua3zooOeH30/11a3eMiHiB, JAUTIAPOMIPUIAHOBUX
OJI0KaTOpiB KaNbli€BUX KaHAIIB, neskux iHrioiTopiB ' MI'-KoA-penykTasu, Takux sK CTATUHH).
UYepes BiAOMUN MiABUILEHUIN PU3UK KPOBOTEY Yy 3B’S3KY 13 3aCTOCYBAaHHAM IMaTHHIOY (TakuxX sK
reMoparisi) Hmami€HTH, SKi MOTpeOyIOTh 3aCTOCYBAaHHS AHTHUKOATYJISHTIB, TOBHHHI OTPUMYBAaTH
HU3BKOMOJIEKYJISIpHUI a00 CTaHJapTHUN TemapuH, a He MOXiJHI KyMapuHy, Taki SK Bap(apuH.
In vitro imatuni6 iHri0ye akTuBHICTD i30eH3uMy CYP2D6 nuroxpomy P450 mpu KOHIIEHTpaITisX,
MOI0HUX J10 THX, 110 BIUIMBAIOTH Ha akTUBHICTE CYP3A4. Imatuni0 y 1031400 mr 2 pa3u Ha 700y
iHrioye CYP2D6-onocepenkoBanuii MeTabosi3M METONpoJony 3 MiABUIIEHHIM Cmax 1 AUC
meronpoJsony npubnusHo Ha 23 % (90 % I [mnoBipunit intepsan] 1,16-1,30). Kopexkuist no3m,
OUYEBUJHO, HE MOTpiOHA MPU OJHOYACHOMY BBEAEHHI IMaTHHIOY Ta cyoctpaTiB CYP2D6, npote
peKoMeHay€eTbesl 00epekHICTh Mmoo cyoctpariB CYP2D6 3 By3pKUM TepaneBTUUYHUM BIKHOM,
TaKUX SK METONpPOJIoa. SIKIIO Malll€eHT 3aCTOCOBYE METOMPOJION, CiJ PO3MISIHYTH HUTAHHS
KIIIHIYHOTO MOHITOPHHTY.

In vitro imatuni6 inridye O-rmokyponifamito napareramony (Ki-3nadenus 58,5 MKMOb/1).
Take raqpMyBaHHsI HE crocTepirajgoch in Vivo micist BBenenHs 400 mr imatuHiOy Ta 1000 Mr
napateramoity. Bucoki 103u iMaTHHIOY Ta napareTraMmoly He BUBUAJIKCH.

TakuM 4YMHOM, MPU OJHOYACHOMY 3aCTOCYBaHHI BHUCOKHX 103 IMaTHHIOYy 1 mapaneramoiy
noTpiOHa 00EpPEKHICTD.

VY mnauieHTiB MICasl TUPEOiNeKTOMIi, sIKi MPUIIMalOTh JIEBOTMPOKCHH, IJIa3MOBa EKCIO3MLs
JIEBOTUPOKCUHY MOK€ 3HUKYBATHUCH MPU OJIHOYACHOMY BBEJICHHI IMaTHHIOY. Y Takux BUIAAKaX
peKOMeHAy€eTbesl 00epekHICTh. OJHaK MeXaHI3M BHSBIEHOT B3a€MOJIii Ha 1€l yac HEBiAOMMUIA.
IcHye xmiHIYHMN AOCBiA OJHOYACHOTO 3aCTOCYBaHHsS iMaTHHIOY 3 XiMiOTepami€lo Talli€eHTaM 3
Ph+ T'JIJI, ane XapakTepUCTHKH B3a€MOJIi MK JIKapChKUMM 3ac00aMu [yl IMaTHHIOY Ta
XIMIOTEepaneBTUYHUX PEKUMIB HEJJOCTaTHHO BU3HAYEHI. MOXKYTh MOCUIIIOBATHCSA MOO1UHI SBHILA
iMaTuHIOYy, a camMe remaTOTOKCHYHICTh, MI€JocyIpecis a0o iHII; MOBIAOMIISIIOCH TAaKOX, IIO
OJIHOYacHUW mpwiioM L-acmapariHasu Mo’Ke€ TOCHJIIOBAaTH TOKCHYHHUI BIUIMB Ha TIICUIHKY.
TakuM 4MHOM, 3aCTOCYBaHHS IMaTHHIOY B CKJIaJli KOMOiHAII1 BUMAarae 3amo0iHUX 3aX0/IiB.

Ocobaueocmi 3acmocysanns



V pa3i npu3HavYeHHs IMaTUHIOY OJTHOYACHO 3 1HIIIUMH JIIKAPCHKUMU 3aC00aMHU ICHY€E TOTSHITIHHUT
pu3uk B3aemonii. Ciiz OyTH 00epexHUMH MPH 3aCTOCYBaHHI IMaTHHIOY 3 iHT10iTOpamMu npoTeasu,
a30JIbHUMHU MPOTUTPUOKOBUMH 3ac00aMH, ACIKMUMH Makpoyigamu (IuB. po3nil «Bzaemomist 3
IHIIMMU JIIKapChbKUMHU 3aco0aMH Ta 1HII BUIM B3aeMopii»), cyoctparamu CYP3A4 3 By3pkum
TEepaneBTUYHUM BIKHOM (TaKMMH SIK [TUKJIOCTIOPHH, MIIMO3HU/I, TAKPOJIIMYC, CHPOJIIMYC, €proTaMiH,
nieprotamid, (eHTaHin, andentaHin, TepdenaauH, Oopre3omil, porerakcen, XiHiIWH) abo
Bap(hapuHOM Ta IHIIMMH TOXITHUMU KymapuHy. [Ipu ogHOUacHOMYy BBEJEHHI IMaTHHIOY 3
JiKapchKuMu 3acobamu, mo iHAYKYoTh CYP3A4 (Hampukiaj 3 AeKcamMeTa3oHOM, (EHITOIHOM,
kapOamaseninoMm, pudamminuaom, GeHobapoOiTaioMm abo 3BIpoOOEM 3BHYAWHUM), €KCITO3MIIIS
iMaTuHIOy MO’KE 3HAYHO 3MEHIIYBATUCH, IMiIBUIIYIOYH PU3UK HeePEeKTHBHOCTI Teparii. Takum
YHUHOM, OJTHOYACHOTO 3aCcTOCyBaHHs CUJIbHUX 1HIYKTOpiB CYP3A4 it iMmaTtuHiOy ciij YHUKaTH.
l'inomupeos. KiiHIYHI BHIIQAKU TiNOTUPEO3y OyiM 3apeecTpoBaHi y TAli€HTIB Micis
TUPEOINCKTOMIi, SKI OTPUMYBAJIM 3aMICHY TEpamilo JICBOTHPOKCHMHOM, IIiJl 4ac JIIKyBaHHS
iMaTHHIOOM. Y TaKWX MAIliEHTIB CIiJI PETEIhbHO KOHTPOIIOBATH PiBEHh TUPEOTPOITHOTO TOPMOHY
(TTT).

I'enamomokcuynicme. IMaTuHi0 MeTabOMI3yeThCS B OCHOBHOMY Yy medinmi 1 jume 13 %
MeTabomi3yeTbes HUpKaMu. Y TAIiEHTIB 3 MEYIHKOBOIO JUCHYHKINE (JETKOro, MoMipHOro ado
TSDKKOTO CTYIICHS) CIIi/I PETETbHO MEPEBIPSITH MOKAa3HUKU NepUPEpUIHOT KPOBI Ta MEYiHKOBUX
depmenrtiB. Cnig Matu Ha yBasi, mo namieHTd 3 ['ICII MoxXyTh MaTH MeTacTa3u y Me4iHKY, L0
MOYKE MPU3BECTH JI0 TIEUIHKOBOI HETOCTATHOCTI.

Criocrepiraocst ypakeHHs IIEUiHKH, 30KpeMa eUiHKOBa HEJOCTATHICTh Ta HEKPO3 neviHku. [Ipu
KOMOiHOBaHii Teparii iMaTHHIOOM 3 BHCOKMMH JI03aMH XiIMIOTEpameBTUYHHX 3aco0iB
crioctepiraiucs cepiio3Hi nopyueHHs ¢yHkiii nedinku. CiiJl peTelnbHO KOHTPOIIOBATH (PYHKIIIIO
NEYiHKH Y 3B A3KY 3 TUM, 110 IMaTHHIO pa3oM 3 XiMiOTepari€ero MOXKe CIIPHYMHATH ii TUCPYHKIIIIO.
3ampumxa piounu. Bupaxkena 3aTpuMka piuHH (TUIEBpATbHUM BUIIIT, HAOPSK, HAOPSK JIETEHIB,
aCIIUT, TOBEPXHEBI HAOPSKM) BHHUKAJIA MPHONM3HO y 2,5 % MalieHTiB 3 yrepiie BUSBICHOIO
XMUJI, ski 3acTocyBanu JiKapchbkuid 3aci0. ToMy pekOMeHAY€eThCS PErysipHO MEPEeBIpATH Macy
TiNa ManieHTiB. Y pasi panTOBOTO MIBHIKOTO 30UTBIICHHS MAcH Tija CIiJ IPOBECTU pETEIbHE
oOCTe)XeHHsI TallieHTa 1, SKIO NOTPIOHO, MPHU3HAYMTH BIAMOBIIHI MIATPUMYBajbHI Ta
TepaneBTUYHI 3aX0Au. Y X0/l KIHIYHUX JOCTIPKeHb CIIoCcTepirajiacs MmiIBUIIIEHA 9YacTOTa TAKUX
BUIIAJIKIB y MAI[I€HTIB JITHHOTO BIKY Ta MaI[I€HTIB 13 CEPIIEBO-CYAMHHUMHU XBOPOOaMH B aHAMHE31.
ToMy pekoMeHAY€eThCS 00EPEKHICTH 111010 MAIIEHTIB 3 TUCHYHKIIEIO CEPLIS.

Tayienmu 3 xeopooamu cepys. Ciiji peTeIbHO CIOCTEePIraTu 3a NalieHTaMy 3 XBopobdamu ceplid,
(dakTopaMu pPHU3MKY CEpLEBOi HEAOCTAaTHOCTI ab0 HHUPKOBOIO HEJOCTATHICTIO B aHaMHE3L.
[TarieHTiB 3 Oyab-IKMMH CUMITOMAaMH, 110 CBiAYaTh MPO cepleBy a00 HUPKOBY HEIOCTATHICTb,
CJIJI PETEIbHO 0OCTEXUTH Ta IPU3HAUNTH BIJAOBIIHY TEpaMilo.

V¥ xBopux 3 rinepeo3unodineaumM cuaapomoM (I'EC) 3 mpuxosanoro indinsTpamniero I'EC-kiTHH
y MIOKapAl CIOCTEpiragucs MOOJAMHOKI BUIAAKH KapJIiOr€HHOro WHIOKY / JIIBOIUTYHOYKOBOL
mucdyHkii, siki 0ynu nos’s3ani 3 EC-aerpanysisimieto KIITHH 10 MOYATKy Teparii iMaTHHIOOM.
11 s;Bumma 0y o0OpOTHUMH MPU 3aCTOCYBAaHHI CUCTEMHHUX CTEPOiJiB, IPOBEIEHHI 3aX0/IIB AJIs
HiATPUMKH KPOBOOOIry Ta micisi THMYAcoBO1 BiAMiHM iMaTUHIOY. [To0i4Hi peakiii 3 60Ky cepiist
IpU 3aCTOCYBaHHI iMaTWHIOy crmocrtepiraaucs Hedacto. Jlo moyaTky Tepamii Cilii pereiabHO
OLIIHUTH KOPHUCTH/pU3UK Tepamii iMaTuHiOoM y mamieHTiB 13 'EC/XEJI. MienoaucniacTuuHi/
MienonpoaidepaTuBHI 3aXBOPIOBaHHS 3 TeHHO0 niepedyoBoto PTOP, moxnuBo, Oyiu noB’si3aH1
3 BucokuM piBHeM eo3uHO(imiB. Ilamientam 13 IEC/XEJI ta mauientam i3 MIAC/MII3, mo
MOB’s3aHI 3 BHCOKMM pIBHEM €03MHO(UIIB, A0 TMOYaTKy Tepamii IMaTUHIOOM NOTPIOHO
IPOKOHCYJIBTYBATUCS Y KapAi0JIora, 3p0OUTH €XOKapaiorpaMy Ta BU3HAUYUTH PiBEHb TPOIOHIHY
CHUpPOBaTKU. SIKIO CIIOCTEpPIraloThCs MNATOJOTIYHI peakilli, peKOMEHIYEThCS CIIOCTEPEKEHHS
Kapjiosora Ta NpoQiTaKTHYHE 3aCTOCYBAaHHS CUCTEMHHUX cTepoiniB (1—2 Mr/kr) mpoTsirom
1-2 TKHIB SK CYyHmyTHBOI 3 IMaTtWHIOOM Teparii Ha eTam To4YaTtkoBoi (a3 JTiKyBaHHS.
LInynkoeo-kuwikogi kposomeui. Y XOJIi JOCHII)KEHb Yy MAIll€EHTIB 3 HeolnepadeabHUMH Ta/abo
metactatnyHuMH ['ICII Oyiu 3apeecTpoBaHi NUTYHKOBO-KHMILIKOBI Ta IHTPAaTyMOpaibH1 KPOBOTEUI.



3 ornsAay Ha HasBHI JaHl BIACYTHI (DaKTOpWM CXMIJIBHOCTI (HANpHUKIAI PO3MIp MyXJIWUHU Ta i
JIOKaJi3alii, MOpyIIeHHs 3rOpTaHHs KPOBi), sIKi O 30UIbLIYBaIM PU3MK BUHUKHEHHS OY/b-5SKOTO
tumy kpoBoteui y namieHTiB 3 ['ICII. Ockinbku 301IbIIEHHS KPOBOIIOCTAYaHHS 1 CXUJIBHICTD 10
KpPOBOTEYI € YaCTUHOK KITIHIYHOT KapTuHH Ta KiiHigyHoro nepebiry ['ICII, cmix 3acrocoByBatu
CTaHJAPTHY MPAKTUKY 1 MPOLEIYPH JUIsl MOHITOPUHIY Ta BEJCHHS BCIX XBOPUX 3 KPOBOTEYEHO.
JlonaTtkoBo OynM MOBIAOMIIEHHS MPO CYJAMHHI €KTa3li aHTPaJbHOrO BIAJALTY IUTYHKA SIK PIIKY
IPUYMHY LUIYHKOBO-KUIIKOBUX KPOBOTEY IMiJl 4ac IOCTMApKETUHIOBOI'O CIOCTEPEXEHHS Y
namientiB 3 XMJL, T'JIJI Ta iHmmMMH 3aXBOpPIOBaHHSAMHU. Y pa3i moTpeOu MOKHA PO3TIISHYTH
MMTaHHS PO MPUITMHEHHS 3aCTOCYBaHHS iIMaTHHIOY.

Cunopom nisucy nyxaunu. Y 3B’S3Ky 3 MOXIUBUM BUHUKHEHHSM CHHAPOMY JI3UCY MYyXJIMHU
PEKOMEHTYETHCSI KOPEKITisl KJIIHIYHO BUPAXKEHOT JIeriipaTallii Ta BACOKUX PiBHIB CEYOBOT KUCIIOTH
JI0 IOYATKy Teparii iMaTHHIOOM.

Peaxmusayis ecenamumy B. PeaktuBariisi renatuty B y marieHTiB, sSKi € XpOHIYHUMHU HOCISIMH
LOTO BipycCy, BimOyBajiacsi Micis TOTO, SK IIi maiieHTH oTpumyBanu iHriOiTopu BCR-ABL-
TUPOKIHA3H.

VY dedakux BUNAAKAX II€ CIHPUYUHIO TOCTPY IIEUIHKOBY HEIOCTAaTHICTH a00 rematutr 3
¢bynbpMiHaHTHUM MepediromM, M0 BUMAarajlio TpaHCIUIAHTAIll Me4yiHku abo MPU3BOIWIO 10
JeTalbHUX HACHiIKIB. [lepes moyaTkoM JIiKyBaHHS MALi€HTIB MOTPIOHO OOCTEKHUTH HA HASBHICTD
in¢exkii Bipycy renarury B (BI'B).

[TarieHTIB 3 MO3UTUBHOIO CEPOJIOTTYHOIO PEAKITI€I0 Ha renaTtuT B (30Kpema maiieHTiB i3 XBOpoOoro
B aKTUBHIA (pa3l) Ta Mali€HTIB, Y SKUX BU3HaYeHa HasBHiCTh BI'B-indekuii, g0 movarky
JIKyBaHHS IMaTHHIOOM CITiJ] HATIPAaBUTH Ha KOHCYJIBTAIIEIO 10 i1H(EKI[IOHICTIB Ta IemaToIoriB, SKi
MaloTh JTOCBiA JiKyBaHHA renaTuTy B. HociiB Bipycy rematuty B, siki moTpeOyroTh JiKyBaHHs
IMaTHHIOOM, CIiJI PETeNbHO MEpeBIpATH Ha O3HAKM aKTWUBHOI iH(ekuii remaruty B mig gac
JIKyBaHHS Ta MPOTATOM JEKUTFKOX MICSIIIB MicIs 3aKIHUEHHS Teparii.

@omomoxcuynicms. HeoOXiqHO yHHKATH 200 MiHIMI3yBaTH BIUIMB MPSMUX COHAYHHUX MPOMEHIB
yepe3 pU3UK (POTOTOKCHYHOCTI, MOB’sA3aHO1 3 mpuiioMoM iMaTuHiIOy. IlamieHTiB ciig HaBUUTH
BUKOPUCTOBYBaTH TaKi 3acO0M, SIK 3aXMCHHUH OIAT Ta COHIE3aXMCHHHA KpeM i3 BUCOKHUM
KoedilieHTOM COHSYHOTO 3axucty (SPF).

Tpombomuuna mixpoaneionamis. 3actocyBanHs 1HTiIOiITOpiB BCR-ABL-THpOKiHA3M OyIio
OB ’513aHO 13 TPOMOOTHYHOIO MiKpoaHrionatiero (TMA), B ToMy 4Hcii OKpeMi BUIIAAKH IiJ] 4ac
npuifoMmy iMatuHiOy (auB. po3aun «lloGiuni peakuii»). SIKIIO y Mali€eHTIB, fKI NPUIMAaOTh
JiKapchKUi 3acid, 3 sABIAIOTBCA J1abopaTropHi abo KiiHIYHI O3HakM TMA, JiKyBaHHS CIij
INPUIMHATU 1 HPOBECTH peTenbHy OIiHKy TMA, Bximoudatoun axkTtuBHICTE ADAMTSI3 1
Bu3HaueHHs aHTU-ADAMTS13-antutin. Axmo antu-ADAMTS13-anTturtina mMiABUIIEHI Y
MOETHAHHI 3 HU3bKOIO akTHBHICTIO ADAMTS13, nikyBaHHs iIMaTHHIOOM TIPOJIOBKYBATH HE CIIII.
Jlabopamopni mecmu. I1in yac Tepanii iMaTHHIOOM HEOOX1THO PEryJsipHO POOUTH PO3TOPHYTUI
aHam3 Kposi. JIikyBaHHS 1IMaTHHIOOM HAIlIEHTIB 13 XPOHIYHUM MIEJNOIEHKO30M OB’ sI3aHE 3
PO3BUTKOM HeWTporeHii abo TpomOouurtomneHii. OgHAK BUHUKHEHHS LUX BUAIB IUTONEHIT
3aJIeKUTh BIJ] CTa/li 3aXBOPIOBAHHS, B SIK1 MPOBOJUTHCS JIKYBaHHS, 1 YacTillle CIIOCTEPIraeThes
y nauieHTiB 3 XMJI y ¢a3i akceneparii abo ¢a3i 6JacTHOro Kpu3y MOPIBHAHO 3 Malli€EHTaMU 3
XMIJI y xpoHiuHii ¢a3i. 3acTOCyBaHHS JIIKAPCHKOI0 3ac00y y pa3l BUHUKHEHHS HEUTpOIeEeHil 1
TPOMOOIMTONEHIT MOXHA MPUIMHUTH a00 3MEHIIUTH 103y (AuB. po3ain «Crnocid 3acTocyBaHHS
Ta 03U»). Y MAIIEHTIB, SIK1 3aCTOCOBYIOTh JIIKAPCHKUH 3aci0, HEOOX1THO PEryysipHO MepeBIpSITH
¢byHKLI0 MeviHKH (TpaHcaMiHaszu, OutipyOiH, myxHa (ocdaraza).

VY nanieHTiB 13 nopymeHHIM (QyHKIIT HUPOK KOHIIEHTpaIil iMaTHUHIOY y Mjia3Mi BHILI, HIX Yy 0ci0
3 HOPMAQJIBHOIO (PYHKIIEI0 HUPOK, MOKIMBO BHACIHIZOK IMIJBUILEHOTO PIiBHA y IJja3Mmi anbga-
KHCJIOTO TIIIKOMpPOTEiHy — Ou1Ka, 10 3B’sI3ye€Tbes 3 iMaTUHIOOM. [lamieHTaM 13 mopyuieHHsSM
(byHKLIT HUPOK CIIiJ] 3aCTOCOBYBATH MiHIMaJIbHY OYaTKOBY 7103y. CitiJl 3 00€pekHICTIO JTIKYBaTH
XBOPHX 3 TSDKKOIO HUPKOBOIO HEJIOCTATHICTIO. Y pasi HEMEPEeHOCHOCTI /T03Y CIIiI 3SMEHIIUTH (IHB.
po3ain «Croci0 3acTOCyBaHHS Ta JO3U).



TpuBane 3acrocyBaHHs iMaTHHIOY MOke OyTH TOB’S3aHO 3 KJIIHIYHO 3HAYYIIUM TOTIPIICHHSIM
¢ynkuii HEpok. DYHKLII0O HUPOK MOTPIOHO MEpPEeBIPUTH 1O IMOYATKy Tepamii iMaTuHiOoM i
KOHTPOJIIOBATH IIiJ] Yac Teparii, 3BepTarouud OCOOJMBY yBary Ha THX IaIli€EHTIB, SIKI MarOTh
(axTOpH PU3UKY PO3BUTKY HHUPKOBOI AMCOYHKIII. SIKIO CHOCTEepiraeThest MOpymeHHs QyHKII1
HUPOK, CJIiJI TIPpU3HAYaTH JIIKyBaHHS BIAMOBIAHO 1O CTAHAAPTIB MEIUYHOI JIOMOMOTH.
Himu. IloBimomMnsiocss Mpo BUNAAKU 3aTPUMKHA  PO3BUTKY y JiTeH, 30KpeMa y JiTel
npenyOepTaTHOTO BIKY, SKI OTpUMYBaM iMaTHHIO. B oOcepBaliiiHOMy IOCIIKEHHI 32 Y4acTiO
nitei 3 XMJI cioctepiranocsi CTaTUCTUYHO 3HAYYylIe (A€ HEeBU3HAYEHOI KITIHIYHOI 3HAYYIIOCTI)
3HMKEHHS CEPEeTHBOTO0 1HAEKCY CTaHIapTHOTO BIAXUICHHS pOCTy uepe3 12 ta 24 micsli JTiKyBaHHS
y JBOX HEBEIMKHX MIATPYIax HE3aJICKHO BiJl CTATEBOrO MO3piBaHHS Ta cTaTi mairiedta. Takum
YUHOM, PEKOMEHIY€EThCS MPOBOAMTU PETEIbHUI KOHTPOJb PO3BUTKY IITEH, SKI OTPUMYIOTh
iMaTHHIO.

Y nmopocnux Ta miTedl €eKTHUBHICTh 1IMATHHIOY OIIHIOETHCSA HA OCHOBI YacTOTH 3arajibHOi
reMaToJIOTIYHOI Ta IIUTOreHETUYHOI BIAMOBIAI Ta BH)KUBAHOCTI 6e3 mporpecyBanHs npu XMJL,
YaCTOTH TE€MaToJIoriyHoi Ta muToreHetudyHoi BimmoBimi mpu Ph+ ['JUJI, MIAC/MII3, gacrotu
remarosnorignoi Bianosiai npu 'EC/XEJI i yacTotn 06’ €KTUBHOI BIAMOBII y JOPOCIHX MMAII€HTIB
3 HeomnepabenbHUMH Ta/ab0 METACTATHUYHUMHU 3JIO0SKICHUMH CTPOMAIbHUMHU MyXJIWHAMU
IITYHKOBO-KHIIIKOBOTO TPAKTY 1 BUITHYTOIO JIepMaTo(hiOpocapKkoMoIo, a TaKOK BUKHBAHOCTI 0e3
IpOrpecyBaHHs MPHU a1 FOBAHTHOMY JIIKYBaHHI NAIi€HTIB 31 3JIOSKICHUMU CTPOMAallbHUMHU
IITYHKOBO-KHIIKOBUMH IyxJinHamu. J{ocBizx 3acTocyBanHs iMaTHHIOy marientam i3 MJIC/MIT3,
acoliifoBaHUMU 3 TeHHOIO nepedynoBoto PTOP (penentopa TpomMboruTapHoro gpakropa pocty),
oyxe oOMexeHHH. 3a BUHATKOM Brepmie iarHocroBaHoi XMJI y xpowniunit a3,
KOHTPOJIbOBAHUX JOCIIIKEHb, 110 JOBOJMIN O KIIHIYHY KOPUCTH a00 3011bIIEHHS BUKMUBAHOCTI,
MIPH [IUX 3aXBOPIOBAHHSX, HE TTPOBOIMIIOCH.

3acmocysanns 6 nepiod eacimnocmi abo 200y8aHHs 2pyooio

XKinkyn  penpoaykTUBHOro  Biky. JKiHKaM  penpoayKTHBHOIO  BIKY  PEKOMEHIYEThCS
BUKOPUCTOBYBATH €()EKTHBHI 3aCO0M KOHTpPAIICTIIiT IPOTATOM Nepiony JiKyBaHHS Ta MPHHAWMHI
15 nHiB micis MPUITMHEHHS Tepanii JiKapChbKUM 3aC000M.

Barithicte. Hemae BIINOBIAHMX JaHUX NP0  3aCTOCYBaHHS  IMaTUHIOY  BariTHHUM.
VY micnspeecTpalifHuil epio MOBIAOMIISIIOCS PO CIIOHTAHHI abOpTH Ta BPOJUKEHI AeeKTH y
HOBOHAPOJKEHUX, MaTepl SIKUX 3aCTOCOBYBaIM IMaTuHiO. J{ocmipkeHHS Ha TBapHHAX BUSBUIN
PENpONYKTUBHY TOKCHYHICTb, MPOTE MOTEHUIMHUN PU3UK A IUoja HeBinoMuM. JlikapchKuii
3aci0 He CIIiJI 3aCTOCOBYBATH y MEPiOj] BariTHOCTI, 33 BUHITKOM BHUIIAJKIB ICHYBaHHS KHUTTEBUX
noka3aHb. SIKINO JIKapChbKUH 3aci0 NpU3HAYEHO B IEpioJ] BariTHOCTI, MAaLi€HTKY HEOOXiTHO
npoiH(OpMyBaTH 11040 NOTEHUIHHOTO PU3UKY IS IUIOAA.

I'pynne roayBaHHs. [H(popMallisi CTOCOBHO €KCKpellil iMaTHHIOy B IpyAHE MOJIOKO OOMeKeHa.
JlocniakeHHs 3a y4acTio JBOX JKIHOK, K1 TOAYBaJld T'PyAbMH, BUSBWIH, 110 IMaTUHIO Ta Horo
aKTUBHHUM MeTabOMIT MOXYTh NOTPAIJISTH B TPy IHE MOJIOKO. BiTHOIIEHHS MiX KOHIIEHTPALI€0
IMaTUHIOY y TUIa3Mi KpPOBI 1 TPyJTHOMY MOJIOIIl, BA3HAYEHE B OJHIET MALIEHTKH, A0piBHIOBaJO 0,5
Ui iMaTtuHi0y Ta 0,9 11 MeTaboiTy, 0 CBIAYUTH PO OB BUPAXKEHUH PO3MOALT METaboIITy
y MoJioko. bepyuu 10 yBaru cymapHy KOHIICHTpaAIlil0 iIMaTHHIOY Ta METa0oJIITy 1 MaKCUMAaJIbHE
7000BE CIIO’KMBAHHS MOJIOKA HEMOBJISIM, 3arajibHa eKCIO3MIIis Masia 6 OyTH HU3BKOIO (IPUOJIU3HO
10 % TtepameBTHYHOI 103M). OJHAK, OCKUTBKH BIUIMB HU3BKUX JI03 IMAaTHHIOY Ha HEMOBJIA
HEBIIOMH, >KIHKHM, SIKI 3aCTOCOBYIOTh JIKapChKuiM 3acid, HE MOBHMHHI TOAYBaTH TIPyAbMHU
IPOTATOM Mepioay JIKyBaHHS Ta MpUHAWMHI 15 JOHIB miciis NPUIIMHEHHS Teparii iIMaTHHIOOM.
DepTUIbHICTE. Y XOAI AOKIIHIYHUX JOCHIIKeHb (EPTUIBHICTh CaMIB 1 CaMOK IIypiB HE
nopyuryBanacs. JlocmiKeHHs 1110/10 BIUTMBY IMaTHHIOY Ha (DepTHUIIHHICTh 1 TaMETOTEHE3 Y JIH0IeH
HE MpPOBOIWIMCH. SIKIIO AN TMAallieHTa € aKTyaJbHUM NHUTaHHS BIUIMBY IMaTUHIOY Ha
(bepTUIBHICTh, HOMY CHiJ1 TPOKOHCYJIBTYBATHUCS 3 JIIKAPEM.




30amuicmv enausamu Ha wWEUOKICMb peakyii npu KepysaHHi asmompancnopmom aboo iHwumu
Mexauizmamu
[TamieHTM TIOBMHHI 3HAaTH TPO MOXJIMBICTh PO3BUTKY TaKWX IMOOIYHMX €QeKTIiB, SK
3araMoOpOYCHHS, HEYITKICTh 30py a00 COHJIMBICTH MTPH 3aCTOCYBaHHI iMaTuHIOYy. PekomMeHayeThes
JOTPUMYBATHCh OOEPEKHOCTI MPH KEpyBaHHI aBTOTPAHCIIOPTOM Ta pPoOOTI 3 IHIIUMHU
MeXaHi3MaMH.

Cnoci6 3acmocyeanns ma 0o3u

Tepamito MOBHHEH MPOBOIUTH JIKAp, SKUH Ma€ JOCBiJ JIKyBaHHS MAI[IEHTIB 31 3JI0AKICHUMH
HOBOYTBOPEHHSIMH KPOBI 1 3T0SKICHUIMHU CAPKOMaMH 3AJIEKHO BiJ HO30JIOT1].

s 3actocyBanHs 103 iMmaTuHIOy 400 mr ta 800 Mr (IuB. peKOMEH/IAIIIT IT0/10 I03YBaHHS HIKYE)
BUKOPUCTOBYIOTH TabneTku 400 Mr (He IiIsAThCs).

Jns 3acTocyBaHHS 1103 iMaTuHIOy, iHmWX HiX 400 mr ta 800 Mr (auB. peKoMeHAAIlli 1100
JI03YBaHHS HUXKYeE), BUKOPUCTOBYIOTH TabmeTku 100 mr, sKi MOKHA JUTUTH.

[Tpu3HaueHi 1034 CIIiJ IPUIMAaTH NEPOPATIBHO i Yac 11, 3aMUBAIOYU BETUKOIO K1IIbKICTIO BOJIH,
1100 3BECTU 70 MiHIMYMY PHU3UK NOPa3HEHHS IIUTYHKOBO-KHUIIKOBOTO TpakTy. JlikapchKkuii 3aciod
y no3ax 400 a6o 600 mMr npu3Ha4yarOTh OJIMH pa3 Ha A00y, ToAl K 103y 800 Mr citiJl mpu3HaYaTu
no 400 mr 2 pa3u Ha 100y, BpaHIli i BBeUepi.

Jl1s mari€enTiB, K1 He MOXYTb IPOKOBTHYTHU TaOJETKY, BKPUTY IIIIBKOBOIO 000JIOHKOIO, i1 MOKHA
PO3UMHUTH Y CKIISHII MiHepaJIbHOT BOJIM 200 A0ydHOTr0 COKY. I10TpiOHY KIIBKICTh TaOIETOK CITij
MOMICTUTH y BIAMOBIIHUHN 00’ eM pigunu (pubauzno 50 mu mig tabnerku 100 mr ta 200 M ans
tabnerkn 400 mr) i po3mimary J10kkor0. CyCreH3il0 Cil BHUIUTH Biipasy IICIs MOBHOTO
PO3YMHEHHS TaOJIETKH.

o3zysanns npu xponivnomy mienonetikosi (XMJI) y dopocaux nayienmie

PexomennoBana go3a iMatuHiOy /i qopocnux namieHTiB 3 XMJI y xpoHiuHii (a3i cTaHOBUTH
400 mr Ha 100y. XponiuHa (aza XMJI BH3HAUAETHCS, SKIIO 33JOBOJBHSIOTHCS YCI 3 TaKHX
KpuTepiiB: OmactiB<15% y KpoBI Ta KICTKOBOMY MO3Ky, 0Oa3zodiniB y mnepudepuuHii
kpoBi < 20 %, Tpom6omuTis > 100 x 10%/71.

PexomennoBana no3a iMaTuHIOY 1uist nopociux nainienTtiB 3 XMJI y ¢asi akcenepailii cTaHOBUTH
600 mr/no0y. ®a3za akcenepamii BU3HAYAETHCA 32 HASBHICTIO OYAb-KOTO 3 TaKHX KPHUTEPIiiB:
6nactiB > 15 %, ane < 30 % y kpoBi ab0 B KICTKOBOMY MO3KY, 0;1acTiB Ta nposiMmponutis > 30 %
y KpoBi a00 B KiCTKOBOMY MO3KY (3a ymoBH, mo OmactiB < 30 %), 6azo¢iniB y nepudepuyniii
KkpoBi > 20 %, TpombormTie < 100 x 10%1 He3anexHO Bi TiKyBaHHSL.

PexomengoBana no3a iMaTuHIOy JUIsI OPOCIMX TMAIll€HTIB 3 OJACTHUM KpPWU30M CTAHOBUTH
600 mr/no0y. bnactHuil kpu3 BH3Ha4aeThCs, AKIIO KuUlbKicTh OnactiB > 30 % y KpoBi uu B
KICTKOBOMY MO3Ky a00 HasBHI  €KCTpaMeIyJiipHI TNpPOSIBU  3aXBOPIOBAHHSA,  KpIM
renaTocIuieHoOMeratii.

TpuBamnicTp JTIKyBaHHS: M1 Yac KJIHIYHUX JOCIIIKEHb 3aCTOCYBAaHHS IMaTHHIOY MPOIOBKYBAIU
JI0 TIPOTPeCcyBaHHs 3aXBOPIOBaHHS. EQEKT mpuUnuHEHHS JIKyBaHHS MICIs JOCATHEHHS MOBHOI
[IUTOT€HETUYHOI BIJIIOBIl HE BUBYABCH.

[Tutanns mono 36inemenHs 1034 3 400 mr 1o 600 mr a6o 800 Mr [71s MALI€HTIB 13 XPOHIYHOIO
¢azoro 3axBoproBaHHs ab6o 3 600 mr no makcumyMm 800 mr (mo 400 mMr nBiui Ha 100y) Aus
nalieHTiB 3 ¢a3o0r0 akcesepalii abo 6JaCTHOTO KpU3y MOXKE PO3IIIIATUCh 32 YMOBH BiJICYTHOCTI
TSOHKKUX HeOaXKaHHUX JIKapChbKUX peakiii Ta TSHKKOI He MOB’s13aHO1 3 JIEHKeMi€l0 HEUTporieH1i abo
TPOMOOILIMTONEHIT y TaKMX CHUTYallisIX: MPOTPEeCyBaHHS 3aXBOpIOBaHHS (B OyIb-sSKWUil Yac);
BIJICYTHICTh 3aJIOBITLHOT T'€MAaTOJIOTIYHOI BIAMOBIMI TICAS MPUHAWUMHI 3 MICSIIIB JIIKyBaHHS,
BIJICYTHICTh IIMUTOTEHETHUYHO! BIAMOBIAI micis 12 MicAliB JiKyBaHHS a00 BTpara paHilie
JIOCSITHYTO1 T€MaTOoJIOT19HOT Ta/a00 MUTOTeHETHYHOI BIAMOBI1. [Ticist 301IbIIeHHS 03U MAIlIEHTH
noTpeOyI0Th PETETLHOI0 MOHITOPUHTY 3 OTJIA Ty Ha HMOBIPHICTb MiBUIIEHOI YaCTOTH HEOaKaHUX
peaxiiif Ipy 3aCTOCYBaHHI BUILLUX J103.

Ho3zysanns npu xporiynomy mienonevixosi (XMJI) y oimeii



Jlo3yBaHHS )1 AITEH BU3HAYAETHCS 3JICIKHO B1JI TUTONT ITOBEPXHI TiJIa (MF/MZ). Jlns miteit 3 XMJI
y XpoHiuHiii Basi Ta pasi akcenepanii pekoMeH10BaHa 1033 CTaHOBUTH 340 Mr/m? Ha 100y (alte He
oinpire 800 mr Ha 100Y). Jlikapchkuii 3aci0 MOYKHA MPUKUMATH OJMH pa3 Ha 700y abo pO3AUTUTH
1000BY 7103y Ha 2 IPUIIOMHU — BpaHIli Ta BBeuepi. PekoMeH10BaHi 103U HA 1€l Yac BCTAaHOBIIEHO
3 OMJIAAy Ha JOCBiA 3aCTOCYBaHHs 1MaTHHIOY HEBENWKiH KiTbKocTi AiTedl. Hemae mocimy
3aCTOCYBaHHS IMaTHHIOY MIiTSM BiKOM J10 2 pokiB. [IuTaHHs 1m10/10 301IBIIEHHS 03U JUTS TITEH 13
340 mr/m? 1o 570 Mr/m? (He HepeBHIYBaTH 3arabHy 103y 800 MI) MOXKHA PO3TIISIATH 33 YMOBH
BIZICYTHOCTI TSDKKHMX HEOaKaHHMX JIIKAPCHKUX PEaKIii Ta THKKOI HE IMOB’s3aHOI 3 JICHKEMIEro
HEUTpOIeHiT a00 TPOMOOITUTOINEHIT y TAKMX CUTYAIlisIX: MPOrPeCyBaHHs 3aXBOpIOBaHHS (B Oy/Ib-
KU 4Yac); BIICYTHICTh 3aJOBUIBHOI T'€MATOJIOTIYHOT BiMMOBIAI TICHS TpUHAWMHI 3 MICSAIIIB
JIKYBaHHS; BIICYTHICTh ITATOTEHETUYHOI BIIIOBI I IMicist 12 MicAIIiB TiKyBaHHS YU BTpaTa paHilie
JOCATHYTO1 TeéMaTOJIOTIYHOI Ta/a00 MUTOreHEeTHYHOT BiAmoBii. [Ticis 301IbIIeHHS 1031 NAIIEHTH
MoTpeOyIOTh PETeILHOTO MOHITOPHHTY 3 OTJISIAY Ha KMOBIPHICTB MiJIBUIIIEHOT YaCTOTH HEOAKaHUX
peaxiIiii mpu 3aCTOCYBaHHI BUIIUX J03.

Jlozyeannss npu eocmpii  nimgpooracmuit  neuxkemii 3 nosumueHor  ¢hinadenv@ilicbkor
xpomocomorio 6 netikoyumax (Ph+ I'JIJI) ons dopociux nayicumis

PexomennoBana no3a iMaTuHIOYy [uisl JiKyBaHHs aopociux mnarieHTiB 3 Ph+ I'JIJI cranoBuTh
600 mr Ha m00y. Tepamito pu MPOMY 3aXBOPIOBAHHI CJIiJI IIPOBOJIUTH IIiJ HATJISAOM CKCIIEpTa B
rajry3i reMaroJiorii BOPOAOBXK YCIX €TaliB JiKyBaHHS.

Cxema IiKyBaHHS: JOBEICHO €(EKTHUBHICTh Ta O€3MeKy 3acTocyBaHHS iMaTHHIOY B 11031
600 Mr/no0y B koMOiHaIlii 3 XiMioTepari€ero y (azax iHIyKIii, KOHCOMI Al Ta B MiATPUMYBaIbHii
dasi ximioTeparmii Ui TOPOCIUX TAIieHTIB 13 Brepiie aiaraoctoBanoto Ph+ I'JIJI. Tpusanicts
Teparii iMaTHHIOOM MO3Ke 3MIHIOBATHCS 3aJIeXKHO BiJ] 00paHOi MporpaMu JTiKyBaHHsI, aje 3arajioM
O1TBII TpUBAIHIA TPUHOM IMATHHIOY Jla€ Kparlli pe3yJIbTaTH.

Jlns mopocnux mariieHTiB 3 penuauBHOI0 abo pedpakreproro Ph+ I'JIJI monoTeparris iMaTuHIOOM
y 1mo3i 600 mMr/no0y € 6e3mneuHor0, eHeKTUBHOIO i MOKE TMPOBOJAUTHUCH, JIOKA XBOpoOa HE MOYHE
porpecyBaTH.

Hozyeannsi npu ecocmpiti  aimgpobracmuitl  netikemii 3 no3umMueHol  inadenvghiticbkoio
xpomocomorio 6 netxoyumax (Ph+ I'JIJI) ons dimeii

Jlo3yBaHHs 1714 JiTel BU3HAYAETHCA 3aJIeKHO BiJl IUIONII TTOBEpXHi Tina (Mr/m?). PekoMennoBaHa
n000Ba J103a A7 AiTeH 3 TOCTPOIO JiM(POOIACTHOIO JEUKEMIEIO 3 TO3UTUBHOIO (inanenbdiiicbkoro
xpoMocoMoro B neiikonurax (Ph+ I'JIJT) cranosuts 340 Mr/m? (ane He Ginbime 600 MT Ha 106Y).
Ho3ysanns npu Mi€n00UCHIACMUYHOMY CUHOPOMI / MIENONpONihepamusHux 3axe0pHOGaAHHSX
(MAC/MII3)

PexomennoBana nmo3a iMatuHiOy ans mikyBauHs mnamieHTiB 3 MJIC/MII3 cranoButs 400 mr Ha
100y .

TpuBamnicTs JiKyBaHHS: Ha IIeH Yac 3aBEPIIEHO TUTLKH OJJHE KIIIHIYHE TOCI1PKEHHS; 3aCTOCYBaHHS
IMaTUHIOY IPOJOBKYBAJIM JIO MIPOrpecyBaHHS 3axBoproBaHHs. Ha MOMEHT mpoBeneHHS aHaJI3y
MeJiaHa TPUBAJIOCTI JIiKyBaHHA cTaHOBHIA 47 micsauiB (24 nui — 60 micsiB).

Jozyeanns npu einepeo3uHoinbHOMY CUHOPOMI mMa/abo XpOHIUHIll eO03UHOQINbHIL NetikeMii
(I'EC/XEJI)

PexomennoBana no3a imatuHiOy amis nikyBaHHs nauieHTiB 3 TEC/XEJI cranoButs 100 Mr Ha
no0y. IlinBumenns no3u 31 100 mr go 400 Mr MokHa pO3INISIATH Ui HALI€HTIB, y SKUX He
CIIOCTEPIraeThCs TMOOIYHUX PEAKIid 1 BIAMOBIAL HA JIIKyBaHHS HEIOCTaTHHO €(EeKTHUBHA.
JlikyBaHHS CIIiJ MPOJOBKYBATU AOTH, IOKH MAIIEHT IPOJAOBKYE OTPUMYBATH BiJl HHOTO KOPHUCTD.
Jozysanns ona nikyeanns nayienmie 3 Kit(CDI117)-no3umusHumu HeonepabenvHumu ma/abo
MemacmamuyHUMU 310AKICHUMU 2ACMpoinmecmunanioHumu cmpomanorumu nyxaunamu (I'ICII),
a maxoxc 073 a0 '108aHMHOI mepanii 00POCIUX NAYIEHMIB, Y AKUX ICHYE BUCOKULL PUSUK PEYUOUBY
Kit(CD117)-nosumusnux 310sKichux eacmpoinmecmunaivhux cmpomanviux nyxaur (IICII)
nicns pezekyii

PexomenioBana 103a iMaTUHIOY /11 JTIKYBaHHS JJOPOCJIMX MAIIEHTIB 3 HeonepabeabHo Ta/abo
METACTaTUYHOIO 3JIOSIKICHOIO CTPOMAaJIbHOI MYXJIMHOIO IITYHKOBO-KMIIKOBOro tpakty (LIKT)
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ctanoBuTh 400 mr Ha 100Yy. JlaHi moa0 BruBy 30utbineHHs 103U 13 400 mr 10 600 Mr a60 800 MT
JUIS TIAIIE€HTIB, Y SIKUX XBOPOOa Mporpecye Ha Tii HU3bKUX 103, OOMEXKEHi.

TpuBamicTh JIKyBaHHS: B XOJ1 KJIIHIYHUX JTOCHIDKEHb 32 Y4YacTIO MAI[iEHTIB 31 CTPOMaIbHUMHU
IITYHKOBO-KHUIIKOBUMH ITyXJIMHAMU JIIKYBaHHS IMAaTHHIOOM MPOJIOBKYBAJIOCS 0 MPOTPECYBaHHS
3axBOproBaHHsI. Ha MOMEHT mpoBeleHHs aHalli3y MeJllaHa TPUBAJIOCTI JIIKYBaHHS CTaHOBMJIA
7 micsuiB (Big 7 mHiB 10 13 MicsmiB). EQexT npunuHeHHS TiKyBaHHS MICS JOCATHEHHS BIAMOBII1
HE BUBYABCS.

PexomennoBana no3a iMaTUHIOY JUis a1 IOBAaHTHOTO JIKYBaHHS JOPOCIMX TALli€HTIB MiCIA
pe3eKiii CTpOMalbHUX NUTYHKOBO-KHIIKOBUX MyXJUH cTaHOBUTH 400 mr/mo0y. OntumanbHy
TPUBAJICTh JIKYBaHHS MOKM IO HE BCTAaHOBJECHO. TpUBANICTh JIIKyBaHHS B X0/l KIIHIYHUX
JIOCJTIJDKEHb, 10 MPOBOJMIIM 3 METOI0 OOTPYHTYBaHHS 3aCTOCYBaHHS IMATHHIOY TPU IIbOMY
MMOKAa3aHHI, CTAHOBMJIA 36 MICSAILIIB.

Jlo3yeanns Onsi 1iKY8aHHS NAYIEHMIB (3 HeONnepabenbHO 0epmMamopiopocapKkomMord BUNHYMOKO
(ADCB) ma Oopociux  nayienmie 3  peyuousHorw  ma/abo  MemacmamuyHow
depmamoghiopocapromoro, wo He Modice bymu 8UOAIeHa XipYypiuHUM ULISAXOM

PexomennioBana 103a iMmaTuHIOy JUIs JTiKyBaHHS gopociux naiientiB 3 JIOCB cranouts 800 mMr
Ha J100y.

Kopexuyin 0o3u y pasi pozsumky nobiunux echexmis

Hezemamonoeiuni nobiuni echexmu

VY pasi po3BHTKY TSHKKUX HET€MaTOJIOTYHUX MOOIYHUX €(PEeKTiB IPH 3aCTOCYBaHHI IMATHHIOY CITij
MPUIIMHUATH JIIKYBaHHS JI0 OKpAaIllaHHs CTaHy mnamieHTa. [Ti3Hine nikyBaHHS MOXHA MTPOJOBXKUTH
3 ypaxyBaHHSM TSDKKOCTI MOOIYHMX e(eKTiB, 10 BHHHUKAIW TPH IMOMNEPETHHOMY I03yBaHHI.
Sxuro piBeHs OuipyOiHy B 3 pa3u BUILKHN 32 BEPXHIO MEKY HOpMH (200 SIKIIO piBeHb MMEYIHKOBUX
TpaHcamiHa3 Oinblle HDK y 5 pa3iB MEPEeBUIIYE BEPXHIO MEXKY HOPMH), CIiJ NPUIUHUTH
3aCcTOCYBaHHA IMaTUHIOy, TOKU He Oy/e crocTepiraTUcs 3HWKEHHS piBHS OLlipyOiHy 1O Takoro,
10 TIEPEBUIIYE BEPXHIO MEXY HOPMH MEHIIe HiX y 1,5 pa3a, a TpaHcamiHaz — A0 piBH, 10
MEPEBUIIYE BEPXHIO MEXY HOPMH MeHIIe HiDK y 2,5 pasa. JlikyBaHHS iMaTHHIOOM MOKHA
MPOJIOBXKUTH Y 3HIDKEHUX N000BUX no3ax. s mopocnmx no3y cmix 3amkyBata 3 400 1o
300 mr/no6y a6o 3 600 mo 400 mr/no0y, ado 3 800 mr 1o 600 mr/noly, a aisa aireir — 3 340 1o
260 mr/M% Ha 100Yy.

T'emamonoziuni nobiuni eghexmu

[Ipy poO3BUTKY BHMpa)X€HOi HEUTpONeHii 1 TPOMOOLMUTOINEHII PEKOMEHIOBAHO 3HU3UTU 03y
iMaTHHIOY a00 MPUNMHUTH JIIKYBaHHS, SIK BKa3aHO B Ta0Oiumi 1.

Tabwg 1

ITokazanns IToxa3Hukn Pexomenmanii
I'EC/XEJI (mouatkoBa | AKH < 1,0 x 10%n | 1. Ilpununutyé nikyBaHHS iMaTUHIOOM, TOKH
no3a 100 mr) Ta/a60 TPOMOOLHTIB He Oyame gpocsrayto piBas  AKH
<50 x 10%n > 1,5 x 10%n i TpomGonmTis > 75 x 10%/71.

2. TloHOBUTH IiKYyBaHHS IMaTUHIOOM Yy
nonepeaHiii g031 (To0To y 1031, 5Ky
3aCTOCOBYBAJIM 10 PO3BUTKY  TSIKKOIL
n0014HOi peakitii).

Xponiuna ¢aza XMJL, | AKH < 1,0 x 10%x 1. TlpunuHUTH JTIKyBaHHS IMAaTUHIOOM, TOKU
MJIC/MII3, I'ICII | ta/a6o TpomGoruTH He Oyme nocsaruyto piBHs AKH

(TmoUaTkoBa no3a | <50 x 10%1 > 1,5 x 10%1 i pom6GormTie > 75 x 10%m1.
400 mr) TEC/XEJI (B 2. TloHoBuTH JTiKyBaHHS IMaTUHIOOM Yy
11031 400 mr) monepenHii 1031 (To0T0 y A031, SKYy

3aCTOCOBYBAJIM [0 PO3BUTKY TSDKKOI
no01yHOi peaxiiii).
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.Y pasi

permmauBy AKH < 1,0 x 10%n
Ta/abo TPOMOOITHTIB <50 x 10%n
MOBTOPUTH KPOK | 1 TOHOBHUTH MPHIOM
IMaTHHIOY y 3MeHmeHii 1031 300 mr.

Hditu 3 XpOHIUHOIO
dazoro XMJI (B mo3si
340 mr/m?)

AKH<1,0 x 10%x
Ta/abo TPOMOOLHTH
<50 x 10%x

[TpunuHUTH NiKYBaHHS IMaTUHIOOM, JOKH
AKH ne cranoButume > 1,5 x 10%n, a
KUIBKICTh TPOMOOITUTIB > 75 X 10%1.
[loHoBUTH JiKyBaHHS IMaTHHIOOM Yy
nomnepenHii 7031 (To0To y 4031, SKYy
3aCTOCOBYBAIM JI0 PO3BUTKY TSDKKOT
MoOIYHOI peakirii).

YV pasi pemmmuBy AKH < 1,0 x 10%x
Ta/abo KUIBKOCTI TPOMOOIIUTIB
<50 x10%1 mnosroputu kpok 1 i

MOHOBUTH JIIKYBaHHS IMaTHHIOOM y /1031
260 mr/M>.

daza mporpecyBaHHS
0JlacTHOrO Kpu3y IHpu
XMJI, Ph+ TJUI
(moyarkoBa 1032
600 mr)

AKH?< 0,5 x 10%x
Ta/abo TPOMOOLHMTH
<10 x 10%n

[lepeBipuT  3B’A30K  ITUTOMNEHIT 3
neiikeMiero  (myHkmiss  abo  Giomcis
KICTKOBOT'O MO3KY).

SIKIO0 IMTOIEHIS HE TMOB’s3aHa 3
JeiikeMi€r0, 3HU3UTU J03Y IMaTHHIOY 10
400 wmr.

SIkimo nuToneHist 30epiraeTbCs MPOTATOM
2 TWXKHIB, 3HU3UTHU 103y 10 300 Mmr.
SIkimo nuToneHis 30epiraeTbCs MPOTATOM
4 THXHIB 1 HEe HOB’A3aHa 3 JIEHKEMIEIO,
OPUNMHUTA TPUAOM  IMAaTUHIOY 0
nocsirHeHHsT piBHa AKH > 1 % 10%n i
TPOMOOIIHTIB > 20 x10%n, IMOTIM
MTOHOBUTH JIIKyBaHHsI B 1031 300 mr.

®a3za akceneparii
XMJI abo OnactHa
Kpu3a y TMeaiaTpuIHuX
MaIi€eHTiB  (MOYaTKOBA
n03a 340 mr/m?)

AKH? < 0,5 x 10%n
Ta/abo KIJIBKICTE
TPOMOOIIUTIB

<10 x 10%x

[lepeBipuTH, UM HUTONEHIS MOB’SA3aHA 3
neiikemiero  (acmipauis abo  Giomcis
KICTKOBOT'O MO3KY).

SIKImo0 UMTOIEHIS He TIOB’s3aHa 3
JIEHKEeMI€r0, 3SMEHIITUTH JI03y IMaTUHIOY 110
260 mr/m>.

SKOI0 UTONEHIS TPHUBAE MPOTATOM
2 TUXKHIB, JOAATKOBO 3MEHIIUTH 03y
10 200 Mr/m®.

S0 nMrTomeHis TpuBae mpoTsrom 4
TIOKHIB 1  Hajaugli He IoB’sA3aHa 3
JeWKeMielo, MIPUNIMHUTH IIPUIOM
imatuHniOy, noku AKH He nmoBepHeThCs 10
sgauenp >1x10%1, a  KigbkicTh
TpoMOOIUTIB — J10 > 20 X 10%x, motim
MMOHOBHTH JIIKyBaHHs B 1031 200 Mr/M.

HeonepabenrHa AKH < 1,0 x 10%n [IpunuauTH TIKyBaHHS IMATHHIOOM, TOKU
nepmarodidpocapkoMa | ta/ao KUIBKICTD AKH me cranoButume >1,5x 10%m1, a
sunHyta (IPCB), a TPOMOOIIHTIB KUIBKICTh TPOMOOIIHTIB > 75 X 10%/1.
TaKOX peumauBHA | < 50 x 10%/n [loHOBUTH JIKyBaHHSI IMaTUHIOOM B /1031
Ta/ab0 MeTacTaTH4Ha 600 mr.

nepmatogidpocapkoma
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y JOpOCIUX TAIliEHTIB, 3.V pa3i peummuy AKH <1,0 % 10%n
oo He MoXxe OyTu Ta/abo KUIBKOCTI TPOMOOITUTIB
BUJAJICHA XiIpYPTiYHUM <50 % 10%1 mnosroputu kpok 1 i
nusixoM  (pu 71031 MOHOBUTH JIIKYBaHHSI IMaTUHIOOM y /1031
800 mr) 400 wmr.

AKH — aGcomoTHa KUTEKICTh HEUTPOQITiB.
2 CnocTepiraeTbes IOHAHMEHIIIE Yepe3 MiCSAIb JTIKyBaHHs.

Ocobausi nonyaayii

THopywenns ¢hynxyii nevinxu

ImaTuHIO MeTaboJI3y€eThCs TOJIOBHMM YMHOM Yy TediHIl. [lamienTam i3 JIerkuM, TMOMIpHHM Ta
TSOKKUM TIOpYIIEHHSIM (PyHKIT MEeYiHKM JTKapChKUM 3aci® ciijl mpu3HayaTd B MiHIMalbHIH
peKoMeH10BaHii 1000BiH 1031 400 Mr. V pasi HEMEPEHOCHOCTI 03y MOXHa 3MCHIIIUTH.

Tabmuis 2
Knacudikauist nopymenb QyHKUIT MeYiHKU
[TopymieHHs [edinkoBi (pyHKIIOHATBHI TECTH
(GyHKIIT IEeYiHKH
Jlerke 3araneHuii  Oimipyoin — 1,5BMH; ACT >BMH (moxe Oyrtu
HOpMasIbHUM 2060 < BMH, siknio 3aranbamii 0u1ipy0in > BMH)

[TomipHe 3aranpHuii Outipy6in > 1,5-3,0 BMH; ACT — Oynb-sike 3Ha4€HHs
Tsoxke 3aranbuauii Outipy6in > 3-10 BMH; ACT — Oynp-sike 3HaueHHS

BMH — BepxHs Meka HOpMH, IPUHHATA B JTIKyBaJbHIA YCTAHOBI.
ACT — acnapraraMmiHoTpaHcdepasa.

THopywenns ¢hynxyii Hupox

[TamienTam 13 mopymieHHsIM (QYHKIT HEPOK abo0 maimieHTaM Ha Jiaii3i JIKapChKUW 3aci0 Cirij
npu3Ha4YaTd B MiHIMaNbHIA peKOMeHAOBaHId mouyaTKoBid n031 400 Mr oauH pa3 Ha A00Yy.
OpnHak TakuM TAIli€EHTaM JIIKApChKUH 3acid mNpu3HA4aloTh 3 oOepexHicTio. Jlo3y MokHa
3MEHIIUTH y pa3i HeMePEeHOCHOCTI iIMaTHHIOY ab0 MiIBUIIUTH y pa3i HEIOCTaTHHO1 €(PEeKTUBHOCTI.
Tayienmu nimuvo2o 8iKy

dapmakoKiHETHKa 1IMaTUHIOY y MAIi€HTIB JITHHOIO BIKY CIEIiaIbHO HE BUBYAJach. Y XOMi
KIIHIYHUX JOCHKeHb 3a ydacTio 20 % maiieHTiB BIKOM BiJ 65 pokiB 0COOJHMBOCTEH Yy
dapmakokiHeTHlll iMaTHHIOY, MOB’A3aHUX 13 BIKOM, He crocTepiragocs. CremiaabHUX
peKoMeH ALl II0/10 JO3yBaHHS ISl MAllI€HTIB JITHHOTO BIKY HEMAE.

Mimu

Hemae nocBiny 3actocyBanHsl iMaTtuHIOy niTaM 3 XMJI BikoM 10 2 poKiB, a TakOX AITSIM 3
Ph+ I'JIJT no 1 poky. docsin nikyBanus aiteit 3 MJIC/MII3, nepmarodidpocapkoMor0 BUITHYTOIO,
I'ICIT Ta TEC/XEJI mye oOMexeHuH.

besneka Ta epeKTUBHICTh 3acTOCYyBaHHA IMaTHHIOY AiTaAM (BikoM a0 18 poki) 3 MJIC/MII3,
JOCB, TI'ICIT 1 T'EC/XEJI y xonai KJIIHIYHUX JOCIIJDKEHb BCTaHOBJIEHI He Oynu. HasBHi Ha
CHOTOJIHI OMYOTIKOBaHI JIaH1 HE Tal0Th 3MOTH HAJaTH PEKOMEH allii III0JI0 T03YBaHHS.

Ilepeoosysannsa

Cumnmomu

Indopmariis mpo BUNAAKH MpHIOMY IMaTHHIOY B 103aX, IO MEPEBUIIYIOTH PEKOMEHOBaHI
TepaneBTUYHI, oOMexxeHa. [loBimomisiiocs (CMOHTAaHHO ab0 3TaayBajoch Yy MyOJIKaIlisgx) MPo
MOO/IMHOKI BUTIA/IKH TIepe103yBaHHs IMaTuHIOy. Y pa3i nepeo3yBaHHs Malli€HTa CIIiJ1 OOCTEXUTH
1 TPU3HAYUTH BIANOBIAHY MIATPUMYBAJbHY Tepamito. 3arajioM B ONUCAaHMX BHUMaJKax
nepea03yBaHHs BiI0yBanoCs MOKpalleHHs: a00 3HUKHEHHs1 cuMIIToMiB. Hipkde 3a3HaveHi siBua,
PO SIK1 MOBIAOMIISUIOCS IIPU PI3HUX Jlana3oHax J03.

[lepeno3yBaHHS y TOPOCIHUX
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Bix 1200 mo 1600 mr (TpuBamicts Big 1 go 10 qHiB): HymoTa, Oat0BaHHS, Aiapes, BUCHUII, EpUTEMA,
HAOpsIK, MPUMYXJITICTh, BTOMIIIOBAHICTh, M’S30Bi CIIa3MH, TPOMOOIIMTOIEHIS, MAHIUTOMEHIS,
a0IOMiIHAJIBHHUH O1J1b, TOJIOBHUH O1J1b, 3HMDKCHHS alleTUTY.

Bix 1800 mo 3200 mr (tpuBainicts 6 nHiB y Bumanaky npuiiomy 3200 mr Ha 100y): ci1aOKicTh,
Miajris, MiJBHINCHHS piBHA KpeaTuH(pOochoKiHa3u, OimipyOiHy, TacTpOIHTECTUHAILHUN OLTb.
6400 mr (pa3zoBa 103a): B 1 manieHTa (omyOmiKoBaHi 1aHi) CHOCTEepiraaucs: Hyn0Ta, OJIOBaHHS,
a0IOMIHAJIBHUK O171b, Tapsiuka, MPUITYXJIICTh OOIMYYs, 3MEHIICHHS KUIBKOCTI HEHTpo(iIbHUX
JICHKOIIMTIB, MiBUIIICHHS PiBHS TPaHCAMiHAa3.

Bix 8 no 10 r (pa3oBa /103a): O;1F0BaHHSI 1 TaCTPOIHTECTUHAIBHHUM O1JTb.

[lepeno3yBanus y aiTei

Y TpupiuHOTO XJIONMYMKA, KM NpuiHAB pa3oBo 400 mr, crioctepiranucs: OaroBaHHS, aiapes,
AQHOPEKCist; B IHIIOTO TPUPIYHOTO XJIOMUMKA IMICIs Pa30BOro npuiiomy iMatuHiOy y 1031 980 mr —
3MEHIICHHS KUJTbKOCTI JIEHKOIIUTIB, Jliapes.

Jlikysanns

VY pasi mepeno3yBaHHS MAIieHT MOTPEOYy€E CIIOCTEPEKEHHS 1 BIAMOBIHOIO CHMITOMATHYHOIO
JiKyBaHHSI.

Io6iuni peakuii

[TamieHTH 3 TEPMIHAIBHOIO CTAAIEI0 3JOSKICHOTO MPOLECY MOXYTh OYyTH Y TaKOMY CTaHi, KOJIU
BaXKO OIIIHUTH TPUYUHOBHH 3B’SI30K MOOIYHMX €(EeKTiB 3 JI€I0 JIKapChKOro 3acoly uepes
HasIBHICTb BEJIMKOI KIIBKOCTI CHMIITOMIB OCHOBHOI'O 3aXBOPIOBaHHSA, HOro mporpecyBaHHs 1
OJIHOYACHE TIPU3HAYCHHS 0araThoX JIIKapChbKUX 3aCO0iB.

Y xoal KIIHIYHUX JOCHI/DKeHb 3a ydacTio mauieHTiB 3 XMJI mnpumnuHeHHS 3acToCyBaHHS
iMaTHHIOY uepe3 HeOakaHi peakii Ha JTikapchkuid 3aci6 Oyio motpidue 2,4 % mamieHTIB 3 ynepiie
niarnoctoBanoro XMJL, 4 % mnamientiB 3 XMJI y mi3Hiil xpoHiuHii (a3l micias Hee@eKTUBHOL
Teparnii iHTepdeponom, 4 % namientiB 3 XMJI y dasi akcenepamii micis HeepeKTUBHOT Tepartii
iHTepPepoHoM 1 5 % maiieHTiB 3 OJACTHUM KPHU30M Iicis HeeeKTUBHOI Teparnii iHTeppepoHOM.
VY Bumanky ['ICII 3actocyBanHs iMaTuHiIOy Oyino mpumnmHeHO 4Yepe3 moOiyni peakmii y 4 %
[MaL[l€HTIB.

Heb6axani peakirii 0yyiu mo1i0HUMH MPHU YCIX TTOKA3aHHX, 32 BAHATKOM JIBOX. Y TaIieHTiB 3 XMJI
OyI10 Ginble BUNA/IKIB Mi€IOCYTPECii, HIK Y MallI€HTIB 31 IITYHKOBO-KUIIKOBUMH CTPOMAIbHUMHU
NyXJINHAMH, HMOBIPHO Y 3B’SI3Ky 3 OCHOBHUM 3aXBOPIOBAHHSAM. Y XOJIi JOCIHI/DKEHHS 33 Y4acTIO
NAIli€HTIB 3 HeonepabeaIbHUMHU Ta/ab0 MeTacCTaTUUHUMM IIITYHKOBO-KMIIKOBUMHU CTPOMAIbHUMHU
nyxiauHaMu 'y 7 (5 %) maiieHTiB pO3BHHYJAach IIJTYHKOBO-KMIIKOBAa KpoBOTe€Ya CTyIEHiB 3/4
3riJHO 3 3aralbHUMHU  TOKcukosnoriyHuMu  kputepismu (CTC), BHYTpiIIHbOIMYXJIMHHI
KpoBOBWIMBH (3 manieHTn) abo 1 te, 1 iHme (1 nanient). Micue jgokanizamii HIUTyHKOBO-KUIIIKOBO1
(IIK) myxsnuau Moske Oytu mxepenom LIIK-kposoreu. 111K Ta myxauHHI KpOBOTEUY1 MOXKYTh OyTH
TSDKKUMHU, 1HOJI JieTadbHUMH. [Ipu 000X 3axBoproBaHHsX Haituacrimne (> 10 %) BuHHMKamM Taki
MOB’sI3aH1 3 IOCIIIXKYBaHUM 3ac000M HeOakaHi peakllii, sik Jerka HyJ0Ta, OJIfoBaHHs, iapest, 01
y KUBOTI, BTOMJIIOBaHICTh, MIaJTisi, M s130B1 cria3Mu Ta BucunaHHs. [loBepxHeBuii HaOpsik OyB
YacTUM MiJ 4ac YCiX JOCHIUKEHb 1 OMHMCYBaBCsS MEPEBAXHO K MapaopOiTanbHUM HaOpsk abo
HAOpsK HWXKHIX KIHIIBOK. OgHaK 11 HAaOpsKH piKo OynM TSDKKMMH 1 MOTJIM JIIKYBaTuCS 3a
JIOTIOMOT'0I0 JIIYPeTHKIB, IHIIMX MiITPUMYBAJbHUX 3aXO[iB a00 NUIIXOM 3MEHILIEHHsS 03U
IMaTUHI0Y.

[Tpu 3acrocyBaHHI iMaTuHIOy B KOMOiHaLii 3 BHCOKMMH J03aMH XiMioTepamii y Malli€HTIB 3
Ph+ T'JIJI ciocTepiraiucst mposiBM TOKCUYHOTO BIUIMBY Ha TEYIHKY Y BUTJISIII TTiIBUIICHHS PiBHS
TpaHcaMiHa3 Ta TinepOutipyOiHemii. SIk cBiT4aTh JesiKi OTpUMaHi Ha Iel yac naHi 3 Oe3mekH,
noOiyHi peakuii y nAiTel TOPIBHAHHI 3 TakuMu Yy Jopociux mnaunieHTtiB 3 Ph+ TJIJL
[Tpodine 6e3nexu mms aiteit 3 Ph+ TJII € gyxke oOMexeHUM, OJHAK HOBUX HEOE3MEUHUX SBHIIL
BUSIBJICHO HE OYJI0.

Taxi HebaxkaHi peakilii, sk TUIEBpaTbHHUI BHITIT, aCIIUT, HAOPSK JIETeHb Ta MIBUAKE 301IbIICHHS
Macu Tula, 3 MOBEPXHEBUM HaOpsAKOoM abo 0e3, MOXyThb pa3oM OyTH OXapaKTepHU30BaHI SK
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3aTpUMKa PIAMHM. 3a3BUYAM Il peakilii MOXHaA JIKYBaTH IUIIXOM TUMYAacCOBOTO MPHU3yTHHEHHS
npuiiomy iMaTHHIOY a00 3a JJOMOMOTOI0 JiYpPEeTHKIB Ta 1HIIUX BIAMOBIAHUX HiATPUMYBAJILHUX
3axoAiB. OMHAK 1HKOJIM IIl peaKilii MOXYTh OyTH CEpHO3ZHUMHU a00 HEOC3NMECYHUMU ISl JKUTTS:
JeSIKI peakilii, o PO3BUHYJIKCS y MAIIEHTIB 13 OJIACTHUM KPHU30M, MaJH JICTATHHUN HACIITOK (B
KJIIHIYHOMY aHaMHE31 MalieHTiB OyiM IUIeBpaJbHUN BHUINIT, 3aCTiiiHA ceplieBa HEOCTAaTHICTh Ta
HUPKOBA HEJOCTATHICTH). Y XOJI MeMIaTpUYHUX KITIHIYHUX JOCTIIKeHb HE OyJI0 0COOIMBHX
CEepHO3HUX BUMAJKIB, OB’ A3aHUX 13 3aCTOCYBaHHSAM IMaTHHIOY.
Hwxve B Tabnumi 3 HaBeneHo MOOIYHI peakilii, M0 3yCTpidaiucs YacTimie, HDK IMOOJUHOKI
Bumaaku. [loGiunHi peakiii kiacudikoBaHO 3a CUCTEMaMHU OpPraHiB Ta 3a YAaCTOTOMO: JIYXKE YacTo
(> 1/10); gacto (>1/100, < 1/10); neyacro (>1/1000, < 1/100); piako (> 1/10000, < 1/1000);
nyxe pinko (< 1/10000), yactora HeBigmoma (HEMOKIMBO BCTAHOBUTH 338 HAIBHUMH JaHUMH ).
Tabmurs 3

Inghexyii ma napazumaphi 3ax80prO6aHHs.

Heuacto OnepizyBanbHHii repriec, IIPOCTHi Teprec, Ha30(papHHTIT, THEBMOHis,
CHHYCHT, LENIONIT, 1H(EKIis BEpXHIX IUXAIbHUX NUISAXiB, TpUII,
1H(EKITisT CeYOBUBIIHUX NUISAX1B, TACTPOSHTEPHUT, CETICHC

Pinxo I'pubkoBa iHbeKIis

UYactora HeBijiloMa | PeaktuBaris renatuty B*

JlobposiKichi, 3105KICHI mMa HeYyMOUHEeHO020 Xapakmepy HO8OYMBOPEHHS (30Kpema Kicmu i
noxinu)

Pigko CuHApOM JTi3UCY MyXJIHHA

YacroTa HeBitoMa | KpoBOBUIIMB Y MYXJIMHY / HEKPO3 MYyXJIUHU*

Hopywenns imynnoi cucmemu

Yacrora HeBigoMa | AHadinakTHyHmi mok*

llopywenus 3 60Ky Kpogi ma nimpamuyHoi cucmemu

Hyxe yacto HeiitporieHisi, TpOMOOIMTONICHIsI, aHEMist

Yacto [TannmToneHis, pedbpuabHa HEHTPOIICHIS

Heuwacro TpomOouuTomneHisi, miM(pONeHis, MNPUTHIYEHHS KICTKOBOTO MO3KY,
eo3uHoG LI, TiMbaaeHonaTis

Pigko I'eMoJtiTHYHA aHEMisl, TPOMOOTHYHA MIKpPOaHTioNaTis

Tlopywenns 0b6Miny pe1oeur ma Xxap4yeanms

Yacro AHopekcis

Heuacto lNnoxkamiemis, NiABUIIEHUN amneTUT, TrinodocdaTeMis, 3HIKEHHUHA

afneTuT, Jeriipartaiis, Mojarpa, TiNepypuKeMis, TilepKajlbLieMis,
rifnepriikemisi, FinoHaTpieMist

Pinxo ['inepkamiemisi, rimomMartieMis

llopywenns ncuxiku

Yacro besconns

Heuacto Jenpecisi, 3HMXKEeHHs 7110110, TPUBOKHICTh

Pinxo CmutyTana CBiJIOMICTh

Tlopywenus 3 60Ky Hep6o6oi cucmemu

Jlyske gacTo T"onoBHUIT 6iTb>

Yacto 3amaMOpOYeHHs, TapecTe3is, TMOpPYIIEHHS CMaKOBUX BiJTUYTTiB,
rimecresist

Heuwacro Mirpenb,  COHJMBICTb, CHHKOIlE, TepudepuyHa  Heipomaris,

TOTIPIIEHHS TMaM’sTi, 1mIiac, CHUHIPOM HECHOKIHHUX HIT, TpPEeMop,
KPOBOBMJIMB Y TOJIOBHUH MO30K

Pinxo [TigBuIIeHHS] BHYTPIIITHHOYEPEITHOTO THCKY, CYJI0MHU, HEBPHUT 30POBOTO
HEpBa

YacroTa HeBioma | HaOpsik TOJ10BHOTO MO3KY*

Ilopywenus 3 60Ky opeauis 30py
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Yacro Habpsik mOBiK, MiABHUIIEHE CIIHO30BHIUICHHS, KpPOBOBUJIHMB Yy
KOH IOHKTHBY, KOH IOHKTHBIT, CyXiCTh O4€H, 3aTbMapeHHs 30py

Heuwacro [onpasnenus oveid, OLIb B 04Yax, opOiTaIbHUI HAOPSIK, KPOBOBUJIMB Y
CKJIEpY, KPOBOBUJIUB Y CITKIBKY, OJ1ehapuT, MaKkyIsIpHUN HAOpSK

Pinko Karapakra, rimaykoma, HaOpsiK JEICKa 30pOBOTO HEPBa

Yacrora HeBigoMa

KpoBoBuiuB y ckiucre Tino™*

Ilopywenns 3 boky o

2aHI8 CYXY ma pigHosazu

Heuacto

Bepruro, mrym y Byxax, BTpara ciayxy

Llopywennus 3 boky cepys

Heuacro CeprieOuTTS, Taxikapmisi, 3aCTiliHA ceplieBa HEJOCTaTHICThS, HAOPSK
JIeTeHb
Pinxo Aputmis, ¢iOpusLia nepeacepab, 3ynuHKa cepiis, iHhapKT Miokapa,

CTEHOKAPis, MIEpUKAPIIATbHAA BUITIT

Yacrora HEBigOMA

[Tepukapaut*, TamMmnonaaa cepis™

Iopywennsa 3 60xy cyounnoi cucmemu®

Yacto

limepemis, KpoBOTEYA

Heuacto

AprepianbHa rinepTeHsis, reMaTomMa, cy0aypaibHa reMaToMa, BiTayTTs
XOJIOAY B KiHIIIBKaX, apTepiaibHa TiMOTeH3is, CHHIpoM Pelino

Yacrora HEBigOMA

Tpomb603/embomisT™

llopywenus 3 60Ky o

2AHI68 OUXAHHSL, 2PYOHOT KIIMKU Ma cepedOCmiHs

Yacto

3azux1m1<a, HOCOBAa KpOBOTCYA, KallIC]Ib

Heuacto

IIneBpanbpHUil BUIT®, 6iJb Y TIOTI Ta TOPTaHi, GapyuHTiT

Pigxo

[IneBpanpHuii 6inb, (iOpO3 JEeTeHb, JereHeBa TiEPTEH3is, JiereHeBa
KpOBOTEYa

Yacrora HEBigOMA

I'ocTpa AuXaabHA HEOCTATHICT 1, iHTepcTHITiaTbHa XBOpoOa TereHp™

TIopywenus 3 6oxy LLIKT

Jyxe gacto

Hynota, fiapest, G:110BaHHS, JUCIENCis, 6ilb y )KUBOTI

Yacrto MeTteopusM, 34yTTS KUBOTA, racTpoe3odareaabHuil peduiroke, 3amop,
CYXICTh Y POTI, TACTPUT

Heuacto Cromatut, yTBOPEHHS BUPA30K Y TOPOKHUHI POTA, MUTYHKOBO-KHUIIIKOBA
KpoBoTeua', Bigpuikka, MeneHa, e30(ariT, acIUT, BHUpa3Ka MILTYHKA,
0JIFOBaHHS KPOB 10, XEWJIIT, nucdarisi, MaHKPEaTUuT

Pinko KodiT, KHIIKOBa HEMPOXIiIHICTh, 3aNAJIbHE 3aXBOPIOBAHHSI KUIICYHUKY

Yacrora HEBITOMA

KumikoBa HenmpoxiaHicTh / KukoBa oOcTpykuis™, nepdopamist IIKT*,
JUBEPTUKYJIT*, CyAMHHA €KTa3isl aHTPAJIbHOIO BIITY HUTyHKa™

Topywenus 3 60Ky (hyHKYIi newinKu ma Hco8408UBIOHUX WNAXIE

Yacro [ligBuIIIeHHSI pi1BHS EYIHKOBUX (DEPMEHTIB
Heuacro I'inepOinipyOiHeMisi, FenaTHT, KOBTIHHIIS
Pinko TledinKoBa HETOCTATHICTE®, HEKPO3 MEUiHKH

Topywenus 3 60Ky wKipu ma RIOWKIpHOI KIIMKOSUHU

Jyxe gacTo

[TepiopOiTanpHuii HAOPSK, AEPMATUT/EK3eMa/BUCUITAHHS

Yacto

CBepOix, HaOpAK OO0MMYYs, CyXiCTh HIKIpH, €pUTEMa, ajomellis, HidHa
MITIMBICTh, peaKiis (GOTOUYTIMBOCTI

Heuacto

[TycTynbo3Huilt Bucur, 3a0id, MOCWIEeHa MITIUBICTh, KPOMHUB’SHKA,
eKXiMO03, MiJBHUILEHA CXWJIbHICTh J0 YTBOPEHHS CHHIIIB, TiOTPHUXO3,
rinonirMeHTalis MKipH, eKCPOoTiaTUBHUN JepMaTUT, JTaMKICTh HIITIB,
domikyniT, merexii, mcopia3, Myprypa, TiMEpHirMEeHTAIls IIKipH,
6YIb03HI BUCHTIH, MAHIKymiT

Pigxo

Tl'octpuit ¢Gebpmibhuil HeWTpodinbHUN nepmaTo3 (cuHapoM CBiTa),
3MiHa 3a0apBJIEHHSI HIITIB, aHTIOHEBPOTHMYHUN HaOpSK, BE3UKYJSPHI
BHUCHUIIM, MYJbTU(POPMHA €puTeMa, JICHKOUMUTOKIACTUYHHMA BAaCKYIIT,
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cuaapom CriBeHca — JIKOHCOHA, TOCTpUH TIeHepani30BaHUMN
€K3E€MaTO3HUHA MYCTYIh03, TSHKKI MIKIPHI peakilii Ta MIKIpHI BHUCHIIH,
nyxupyarka*

Yacrora HeBioma | CHHAPOM MajJbMapHO-TUIAHTAPHOI EPUTPOIU3ECTE3IT*, TiXEeHOITHMIMA
KepaTo3*®, YepBOHMUU TUIOCKUU NHUIIAK*, TOKCHYHUH emigepMaabHUu
HEKpONi3*, MEIUKAMEHTO3HHH  BHCHUI, IO  CYIPOBOKYETHCS
€03MHOQIIEI0 Ta CHCTEMHUMH IposiBaMu ™, iceBonopdipis™
Tlopywients 3 D0OKy ONOPHO-PYX068020 anapamy ma CnoIy4HOi MKAHUHU

Hyxe yacto M’s130B1 cia3mMu Ta CyZ0MH, M’ sI30BO-CKEJICTHHI O1J1b, 30KpeMa Miajris,
apTpanris, 6i1p y xictkax™®
Yacto Habpsik cyrno0is
Heuacto CKyTICTh Yy cyrsio0ax Ta M’si3aXx, OCTEOHEKpO3™
17IKO s130Ba CIIAOKICTH, apTPUT, padIoMioii3/MiomaTis
Pi M’ o , , padomiois/

Yacrora HEeBiloMa | 3aTpUMKa pOCTY B JTeH™

Ilopywenns 3 00Ky HUPOK ma ce408UGIOHUX ULTAXIE

Heuwacro HupkoBuii  Oinb, Temarypis, TOCTpa HHUPKOBAa HEJOCTATHICTH,
1ABUILEHHS YACTOTH CEUOBMITYCKAHHSI

Yacrora HeBioMa | XpoHiYHA HUPKOBA HEJIOCTATHICTD

Ilopywenns 3 00Ky penpoO0yKmugHoi cucmemu ma MOJOYHUX 34103

Heuwacro l'iHekomacTis, epeKTHibHa AUCHYHKIIS, MEHOparisi, HeperyJIspHUR
MEHCTpYyaJlIbHUI IIUKII, cTaTeBa TUchyHKIIA, O y COCKaX, 30UTbIICHHS
MOJIOUHHUX 3aJ103, HAOpSIK MOIIOHKH

Pigko ['emopariyHa KicTa >KOBTOT'O TiJIa / reMoparidyHa KicTa si€4HHKa

3azanvui nopyuenns ma peaxyii' y micyi 66e0eHHs

Hyxe yacto 3arpuMKa piiuHu Ta HAOpsIK, BTOMJTIOBAaHICTh

Yacto CnalkicTh, MiABUIICHHS TEMIEpaTypud Tila, aHacapka, O03HOO,
TPEMTIHHS

Heuwacto binb y rpyasix, 3arajibHe HE3y>KaHHS

Bioxunenns 6i0 Hopmu noKasHuKie 1a60pamopHux 00Ci0NceHb

Jyxe gacTo 30UIbLIEHHS] MAaCH TlIa

Yacto 3MEHIIIEHHS] MacH Tijia

Heuacto [ligBuienuii piBeHb KpeaTWHIHY B KpPOBI, IIABUILEHUN pIBEHb

KpeaTtrnH(poc(oKiHa3u KpOB1, MMiJIBUIIEHUH piBEHb JaKTaTAET1ApOoreHa3u
y KpOBI, IABUIIEHUN PiBEHb JIY>KHOI hocdaTa3u KpoBi

Pinxo [TigBuIeHni piBeHb amMina3u KPoBi
* i Tunu peakniii Oynu 3adikcoBaHi, TOJOBHHM YMHOM, y TIOCTMapKETHHTOBHIA MEPioj 3aCTOCYBaHHS
iMaTHHIOy. BOHM BKIIIOYAIOTh BWIIAJKH, OMHCAHI Yy CIIOHTAaHHUX MOBIJJOMJICHHSX, a TaKOX CephHo3Hi
HeOakaHi epeKTH, SKi CIIOCTEPIraics Yy TPUBAIKMX JOCIHIHKEHHSX, TPOrpaMax i3 pO3IMIUPEHNUM IOCTYIIOM,
JIOCITIDKEHHSIX KITHIYHOT (hapMaKoJIorii Ta ICIMTOBUX JOCIKEHHIX 3aCTOCYBaHHS 1103a 3aTBEPHKCHUMHU
nokazaHHsMH. OCKUIBKH BKa3aHi peakllii CIiocTepiraiucs B MOMYJISAIISX HEBU3HAYEHOT YUCENBHOCTI, HE
3aBXKIM MOXKHA JIOCTOBIPHO BH3HAYUTH IXHIO YaCTOTY 200 BCTAHOBHTH NMPUYMHHO-HACIIJKOBUH 3B’ 530K 13
3aCTOCYBaHHSM iMaTHHIOY.
! IueBmonis cmocTepiranacs HalyacTinie y mamieHTiB i3 TpancpopmoBanor XMJI Ta naumicHtis 3i
[IUTYHKOBO-KHIIKOBUMH CTPOMAJIbHUMH Ty XJIMHAMH.
2 [onoBHuii 6ib HaYACTIIE BUHUKAB Y MAIIEHTIB 31 LTYHKOBO-KUIIKOBUMH CTPOMAIbHUMH ITy XJIMHAMM.
® Ha OCHOBiI poO3paxyHKy Nalli€HTO-POKiB, MOpyHIeHHs (YHKII Cepls, 30KpeMa 3acTifiHa ceplesa
HEJIOCTATHICTh, YacTillle CIIOCTEPIraliich y MalieHTiB i3 TpanchopmoBaHoo XMJI, HiX i3 XPOHIYHOIO
¢azoro XMJIL.
* Bia4yTTst NPUIUIMBY KPOBi HAMYACTILIIE BUHHUKAJIO Y TIALIEHTIB 31 IITYHKOBO-KHIIKOBUMH CTPOMAIbHUMH
MyXJIMHAMH, & KpOBOTeU1 (TeMaTOMH, TeMoparii) — y NaIlie€HTIB 31 NLTYHKOBO-KHITKOBHMH CTPOMaTbHIUMHU
nyxJimHamu Ta TpancopmoBanoro XMJI (y dasi akcenepanii Ta y ¢asi O1acTHOT0O Kpu3y).
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® TIneBpaibHUI BUINT YACTiIIE CIOCTEPIrald y MHAII€HTIB 31 IUIYHKOBO-KHMIIKOBHMH CTPOMAIbHHMH
MyXJIMHAMHU Ta MaIlieHTiB i3 TpancdopmoaHoo XMJI (y dasi akceneparii ta y ¢asi 0JaCTHOro Kpusy),
HIK y Mali€HTIB i3 XpoHiyHOIO (azoro XMJL.

7 Binp y HMBOTI Ta HLUTYHKOBO-KMIIKOBI KpOBOTE€Yi OyJM HaiyacTilIMMM y MALI€HTIB 31 HITYHKOBO-
KUIIKOBHMH CTPOMAJIbHUMH ITyXJIHHAMH.

8 TloBimoMusIocs po JIesIKi JIeTalbHi BUIAAKK NEYiHKOBOI HEJOCTATHOCTI T HEKPO3Y MEYiHKH.

® M’ 130B0-CKeneTHUI G1Ib 111 9ac JIiKyBaHHs iIMATUHIOOM a00 MiC/Is IPUMTMHEHHS JIIKyBaHHs BUHMKAB T1i][
9ac MOCTMAPKETUHIOBUX JIOCIIIKECHb.

10 M’s130B0-cKeneTHHMI Giab Ta MOMIOHI peakiii yacTime crocTepiranmMch y mamieHTis 3 XMJL, Hik y
MAIi€HTIB 31 IUTYHKOBO-KUIIKOBUMH CTPOMATBHUMHU My XJIMHAMHU.

11 TloBimomusiiocst mpo JieTaibHi BUIAAKK Y TALIEHTIB 13 Mi3HIMU CTaAisMKM 3aXBOPIOBAHHS, TSHKKHUMU
1H(DEKIisIMH, TSHKKOI0 HEHTPOTICHIEIO Ta 1HITUME CEPHO3HUMU CYITyTHIMA PO3JIalaMHu.

12 Bknrouaroun By3iyBaTy epuTeMy.

BinxuieHHs Bil HOpMH MOKa3HUKIB Ja00PAaTOPHUX JIOCII/HKEHb

3azanvrutl ananiz Kposi

[Tpu XMJI nuromneHis, 30KkpeMa HEHUTPOIICHIST Ta TPOMOOIIUTONEHIsA, OYJIU MOCTIMHUMHU B YCIX
JOCIIJKEHHSX Ta CIIOCTEPIrancs 3 BUIIOK YacTOTOIO MPH 3aCTOCYBAaHHI BUCOKHX 7103 > 750 Mr
(mocmimkenns ¢asm [). OgHak 1MOsSBa HEUTPOMEHII TaKOX Mae€ YITKUH 3B’SI30K 31 CTai€ro
3aXBOPIOBAaHHSI; 4acTOTa HeWTporneHii crynens 3 abo 4 (AKH [aGcomtoTHa KibKicTh HEUTPODLTIB]
< 1,0 x 10%1) Ta TpomGouuTomeHii (KimpkicTe TpombommTie < 50 x 10%1) 6ynma y 4-6 pasis
BUIIOKO TIpH OslacTHOMY Kpu3i Ta y (asi akcenepaii (59-64 % ta 44—63 % s HeHWTporeHii Ta
TPOMOOLIMTONEHIT BIAMOBIAHO) MOPIBHSHO 3 TaKMMHU IMOKAa3HUKAaMHU Y TMAIli€HTIB 13 BIEpIle
niarHocroBanoro XMJI y  xpowiuniii  ¢azi  (16,7% — mweliTponenis Ta 8,9 % —
TpoMbouutoneHis). [Ipu Bnepiue niarnocroBaniiit XMJI y xponiuHiii ¢a3i HeliTporneHis cryneHs 4
(AKH < 0,5 x 10%1) Ta Tpom6onuTonesis (KinbkicTs TpomGormTis < 10 x 10%1) cocTepiranuce
y 3,6 % T1a<1% mnamientiB BiAMOBiAHO. MezaiaHa TPUBAIOCTI €mMi30/iB HEUTpoOIeHii Ta
TPOMOOIIMTOTICHIT KOJIMBAJIach BiJ 2 10 3 THOKHIB Ta Bif 3 10 4 THKHIB BigmoBigHo. Ll sBuIIa
3a3BUYail MOXKHA JIIKYBaTH IUIIXOM 3MEHIICHHS 103U a00 mepepBU y MmpuiioMi iMaTuHiOy, aje B
PIIKICHUX BUMAJKaX BOHH IMPHU3BOJATEH JIO OCTATOYHOTO MPUITMHEHHS Tepamii. Y meaiaTpuaHuX
narieHTiB 3 XMJI HaifO1IbIII YaCTUM TIPOSIBOM TOKCUYHOCTI € LIUTOTEHIs cTyneHs 3 abo 4, B Tomy
YUCIl HEUTpPOIeHis, TpomOouMTorieHiss Ta aHemis. I[[i sBuma B OUIBIIOCTI BUIAJKIB
CIOCTEPIraloThCs MPOTATOM AEKUIBKOX MEPUIMX MICALIB Teparmii.

VYV Xoal AOCHIKEHHS 3a y4acTiO MAlll€HTIB 3 HeomnepaOelnbHUMH Ta/abo MeTacTaTUYHUMU
[UTYHKOBO-KHIIKOBUMHU CTPOMAaTIbHUMU MyXJIMHAMH aHeMis cTyneHs 3 abo 4 BusineHay 5,4 % ta
0,7 % marrieHTiB BIMOBIAHO 1 MPUHAWMHI y JIESKUX 13 IUX MAIi€HTIB Morja OyTy TOB’si3aHa 3i
[UTYHKOBO-KHIIKOBUMHU 200 BHYTPIITHBOMYXJIMHHUMH KpoBoTeuaMu. HeifTponenis crynens 3 ta
4 croctepiranace y 7,5 % Ta 2,7 % narjiedTiB BiAMOBIIHO, & TPOMOOIUTOIIEHIS CTYyIIeHS 3 — Yy
0,7 % mnamientiB. Hi B 0oAHOro 3 MAali€HTIB HE PO3BUHYJACA TPOMOOIMTOMEHIs CTymHeHs 4.
3MEHIIeHHS! KITBKOCTI JICMKOIIMTIB Ta HEUTPOQUIIB CIOCTEPITANIOCS TEPEBAXKHO MPOTITOM
NepIuxX IIecTH TIKHIB Teparii; HaJall MOKAa3HUKW 3aJHIIaINCh BiTHOCHO CTa0lIbHUMHU.
bioximiunui ananiz kposi

Bupaxxene minBuieHHs piBHS TpaHcamiHas (<5 %) abo OuripyOiny (<1 %) cmocrepirajioch y
nanieHTiB 3 XMJI 1 B OLIBIIOCTI BUMAJKIB JIIKYBAJIOCh IIISIXOM 3MEHIIEHHS 4031 a00 NepepBu y
Tepamii (MeiaHa TPUBAJIOCTI IUX €Mi30/1iB CTAHOBWJIA MPUOIM3HO OJMH TIKICHB). JIikyBaHHs
OyJ0 OCTaTOYHO NPUIUHEHE 4Yepe3 BIAXWICHHS BiJ HOPMH B JAOOPATOPHHUX IMOKa3HUKAX
nevinkoBoi GyHkii MeHIe HiX B 1 % mamienTiB 3 XMJIL. ¥V narieHTiB 31 NUTyHKOBO-KHITKOBUMH
CTPOMAJILHUMHU TyXJuHamMu (HocmimpkerHs B2222) cnocrepiranocs 6,8 % BUIAIKIB MiIBUIIEHHS
piBas AJIT (anmaninamiHoTpancgepasu) crynens 3 ado 4 ta 4,8 % BUMaAKIB MiJABUILIEHHS PIBHA
ACT (acmapraraminotpancdepasu) cryneHs 3 abo 4. IligBumeHHs piBHA OuTipyOiHY
BiJ[3HAYAJIOCh MEHIIIE HIXK Y 3 % MaIieHTiB.

[ToBimomisTOCS TMPO BUMAAKK MHUTOIITHYHOTO Ta XOJECTATUYHOTO TEMATHTY 1 MEYiHKOBOI
HEJOCTaTHOCTI; JAedKi 3 HUX MalH JeTaTbHUI HACTIIOK, 30KpeMa B OIHOTO TAIli€HTa, SIKUN
MpUiMaB BUCOKI J03H MapaneTaMmoiy.
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Onuc okpeMux Mo6IYHUX peakiin

Peaxmusayis ecenamumy B. TloBinoMiIss€ThCsl PO peakTHBALiIO0 renatuTy B y marieHTiB micis
npuiiomy iHri0iTopy BCR-ABL-THpO3uHKiHA3U. Y JeSKMX BHUMNAAKaX 1€ CIOPUYUHUIO TOCTPY
NEYiHKOBY HEAOCTAaTHICTH a0o rematuT 3 (QyIbMiHAHTHUM TepebiroM, IO BUMAarajiu
TpaHCIUIaHTAIlli TeYIHKHA a00 MPU3BOAMIIN JI0 JIETATLHOTO HACTIAKY.

Ilosidomnenns npo nido3prosani nobiuHi peakyii

[ToBimomiieHHS TIPO TTOOIUHI peaKIIii Micis peecTparlii JJIKapchKOro 3aco0y Ma€ BEJIMKE 3HAYCHHS.
Lle mae 3MOry MPOBOJUTH MOHITOPUHT CIIBBIAHOIIEHHS KOPUCTH/PU3UK IPHU 3aCTOCYBAaHHI IIbOTO
JiKapchKOro 3aco0y. MeauyauM Ta (papMaleBTUYHUM TMpaIliBHUKAM, a TAaKOX TMaIrlieHTaM ado
iXHIM 3aKOHHUM MPEACTaBHUKAM CIIiJ] MOBIIOMIIATH TIPO YCi BUIAIKU MiA03PIOBAHUX MOOIYHHX
peakiiii Ta BiACYTHOCTI €(QEKTHBHOCTI JIKQpChKOTO 3aco0y dYepe3 ABTOMAaTH30BaHY
iHpopManiliny cucreMy 3 (papmakoHarisay 3a nmocuinaHusM: https://aisf.dec.gov.ua

Tepmin npuoamunocmi. 3 poxu.

YMmoBu 30epiranns. He norpelye crnenianbHux ymMoB 30epiranss. 30epiraTi B HEOCTYITHOMY
JUIS TITEH MicL.

YnakoBka. Tabnetku no 100 mr: o 10 Tabnetok y 6mictepi; no 12 GiictepiB y madili 3 KApTOHY.
Tabnetku o 400 mr: o 10 TabieTok y Ouicrepi; mo 3 GiicTepH B IMavIli 3 KAPTOHY.

Kareropis Binmycky. 3a peuentom.
Bupoouuk. PEMEJIKA JITJ

Micue3naxoaskeHHs1 BAPOOHHMKA Ta ajpeca MicUsi MPOBA/’KEHHS Oro AislJIbHOCTI
ByJ.1. AxapHoH, Jlimacon Inmactpian Ecrteiir, Jlimacon, 3056, Kinp
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