Ckian

Oitova peuosuHa: 6-mercaptopurine;
1 TabrmeTka MicTUTh 6-MepKanTonypuny 50 Mr;

OONOMIJCHI peuoB8UHU: TaKTO3U MOHOTiApaT, KpoXMajlb KyKypPyO3sHUM, KpOXMaJllb
KyKypyA3saHUU MoaudikoBaHUM, MarHil0 cTeapaT, KUCJI0Ta CTeapUHOBaA.

JIikapcbKa ¢dpopMma

TabneTku.

OcHOBHI (pi3uKo-xiMiuHI 821acmuBocmi: KPyTii, OBOOIYKJIi TabneTKu O/1i0-KOBTOTO
KOJILOPY, 3 OOHOTO0 60Ky 3 PO3NOIiIbYO0I0 PUCKOIO Ta rpaBitoBaHHAM «PT» Han Helo Ta
«50» mim Hero, 3 iHIIOro OOKY TJIafKi.

®dapMaKoTepalneBTHYHA rpymna

AHTUHeoOITaCcTU4YHI 3aco0u. AHTUMeTaboniTu. CTPYKTYPHI aHalIoTHu MypUHY.
MepxkanTonypuH. Kog ATX LO1B B02.

®dapMaKoJI0riuyHi BJIaCTHBOCTI

dapmakoOuHamika.
MexaHi3m 0ii

6-MepKaITONyPHUH - Ile CYIbPriopunbHui aHaIoT MYPUHOBOI OCHOBHU TilTOKCAHTUHY.
[ie 9K MUTOTOKCUYHUIN aHTUMEeTaOOoJTIiT.

O6-MepKaIlTONYPUH - Ile HeaKTUBHI IPOJIiKY, Kl OiI0Th IK aHTAarOHICT IyPUHY, ajie O
IPOSIBY IUTOTOKCUYHOCTI NOTPEeOYIOTh NOTIMHAHHS KIIITUHaAMU Ta
BHYTPIIIHBbOKIIITUHHOTO aHaboi3My mo HykineoTuais tioryaniny (HTT). HTT Ta inmri
MeTaloJIiTU (Hanpukiag puOOHYKIEOTUAU 6-MeTUIMEePKAIlTONyPUHY) HOPYIIVIOTh
CUHTE3 NyPUHY de Novo Ta B3a€EMOINIEPETBOPEHHS NMyPUHOBUX HyKeoTunis. HTT
TaKO0K BOYIOBYIOTHCSI Y HYKJIEIHOBiI KMCJIOTH, 110 Biflirpa€ CBOIO POJIb Yy HMTOTOKCUYHUX
edekTax miKapchbKOro 3acooy.

[luToTOKCUYHMNM e(PEeKT 6-MepKAITOIIyPUHY MOXKe OyTH MOB’I3aHUM 3 PiBHEM ITOXiTHUX
6-MepKaNTONypPUHY HYKJIE€OTHU[IB TiOTyaHiIHY B €pUTPOLIUTAX, ajie He 3
KOHIIeHTPAlli€l06-MepKaIlTONYPUHY Y I1a3Mi KPOBi.

dapmaKoKiHemuKa.



BcmoxkmysaHH A

BiogocTynHICTh 6-MepKaNTONYPUHY IIPU IePOpPabHOMY IIPUKUOMI AyKe PI3HUTHCA Y
pizrux mropeu. [licng npurioMy npenapary y gosi 75 MF/M2 IIOBEPXHI Tijla y ceMu
miTed 6i0OCTYIHICTH ITpelapaTy CTaHOBUJIa B cepegHboMY 16 % MpuiHSATOI Ho3u (IIpu
KOJIMBaAHHSX Yy MeXax Bifl 5 % go 37 %). KonuBaHHS 0i0g0CTYITHOCTi, MOKJIHBO,
MMOSICHIOIOTHCSI MeTab0J1i3MOM 3HAYHOI YaCTUHU 6-MEePKaNTONYPUHY ITif Yac
MepeacucTeMHOro MeTaboIi3My y eUiHIIi.

[Ticnst mepopaIbHOTO BBEAEHHS 6-MEepPKaNTOIIyPUHY y 4031 75 MF/M2 IIOBEPXHI Tifla y
14 piteit 3 rocTpuM J1iMpoOIaCTHUM JIENKO30M CEPENHil ITOKa3HUK Cmax CTaHOBUB
0,89 uM (giama3zon 0,29-1,82 uM), a moKa3HUK Tmax - 2,2 roouHu (miamas3oH Big 0,5
mo 4 roguH).

CepenHs BigHOCHa 0iomOCTYyHHICTh 6-MepKanTonypuHy Oyia npubau3Ho Ha 26 %
HUJKYOIO ITIiCJIS MPUNOMY 3 12K€I0 Ta MOJIOKOM ITOPIBHSHO i3 BBEIEHHSM MiCIId
TOJIONyBaHHS IIPOTSTOM HOYi. 6-MepKaInTONypuH HeCcTabinbHUM Yy MOJIOLI Yyepes
HasBHICTb KCaHTMHOKcHuma3u (po3mnan 30 % mpotsarom 30 XxBUIKMH) (OUB. pO3Oia
«Crmocib 3acTocyBaHHS Ta [JO3U»).

Po3noodina

KoHueHTpatil 6-MepKanTonypuHy y CHHHHOMO3KOBiH piguHi (CMP) micnsa
BHYTPIITHBOBEHHOT'0 a00 ITepopasbHOTO BBEIEHHSI € HU3bKUMU ab0 B3araii
He3HayHuMHU (cmiBBigHOIeHHs CMP: mma3ma KpoBi ctaHoBUTE Big 0,05 mo 0,27).
KonuenTpatii y CMP micns iHTpaTeKalabHOTO BBEIEHHS BUSBISIOTHCS BUIIUMU.

BbiompaHcpopmauis

6-MepKaINTOIIyPUH iHTEHCUBHO MeTab0J1i3yeThCSI B aKTHUBHI Ta HEaKTHUBHI MeTaboIiTH
3a y4acCTIO KiJTbKOX OaraTocTyneHeBux NuUIsaxiB. Yepes3 cknamHui MmeTabotiam
067I0KyBaHHSI OMHOTO OKpPeMOro (hepMeHTY He MOKe MOSICHUTH YCi BUIadKHU
He[oCTaTHbOl e(peKTUBHOCTI JIiKyBaHHS Ta/ab0 BUpaxKeHOol Mielocymnpecii.
IHoMminyounMu pepMeHTaMH, sIKi BiAIOBimaloTh 3a MeTabo0I1i3aM 6-MepKanTonypuHy abo
oro MeTaloOIiTiB, €: moniMophHUN hepMeHT TionypuH S-Mmetuntpancdepasza (TTIMT),
KCaHTHHOKCcHOa3a, iHo3maMoHopochaTaerigporerasa (IMO®II) i
rimokcanTuHryaHindpochopubosuntpanchepasa ('®PT). JogaTkoBo y hopMyBaHHi
aKTUBHUX i HeaKTUBHUX MeTaboJIiTiB 6epyTh y4acTh Taki pepmMeHTH:
ryaHo3uHMoHodochaTcunTeTasa (I'MOC, aka yrBoptoe HTT') Ta
iHosuHTpUudocharmipopocharasza (ITTIaza). Kpim Toro, iHIIUMHU IIIIXaMU
YTBOPIOETHCA IIIe OaraTo iHIINX HeaKTUBHUX MeTa0OJIiTiB.

IleBHi maHi cBim4aTh, 110 OIIMOP(PI3MU y TeHaxX, sIKi KOOYIOTh CUCTEMU Pi3HUX
dbepmeHTiB, 1110 6epPyTh y4acTh ¥ MeTabo01i3Mi 6-MepKanTOIIyPUHY, MOXKYTh CIPUSTU



PO3BUTKY HeOaxkaHUX pPeaklliii Ha JTiKyBaHHS 6-MepKanTolypuHoM. Hanpuknaz, B ocio
3 medimutom TIIMT po3BHUBaIOTHCS Ay2Ke BUCOKI IUTOTOKCHUYHI KOHIIEHTPAIIil
HYKJIEOTUMIB TioryaHiHny (auB. po3min «OcobIMBOCTi 3aCTOCYyBaHHS»).

EaimiHauin

Y mocnimzkeHHi 3a y4acTio 22 OOPOCIIHUX IMallieHTiB OyJI0 BUSBIIEHO, III0 CEPEmHi
KJIipeHC 6-MepKaIlTONypPUHY Ta Iepiod HamiBpO3IaAy IIiCisa BHYTPIIIHbOBEHHO] iHDY3il
CTaHOBUTH 864 MJ'I/XB/M2 Ta 0,9 roguHu BinnoBigHO. CepenHili HUPKOBUH KJIipeHC y 16
13 IIUX maIfieHTiB cTaHOBUB 191 MJ'I/XB/MZ. [Ticnsa BHYTPIIIHBOBEHHOTO BBEJEHHS JIMIIIE
65113bK0 20 % oTpMMaHOI 403U BUBOOMIIOCS i3 ceuelo y He3MiHEHOMY BUTTISOI. Y
OOCIIIOXKEeHHi y 7 miTeu cepefHil KiIipeHC 6-MepKanTONYypPUHY Ta Iepiof HamiBpo3nany
ImicJisgd BHYTPIIIHEOBEHHOI iH(QY3il cTanoBuB 719 (£610) MJI/XB/M2 ta 0,9 (x0,3) roopuHu
BiOIOBIgHO.

Oco6uBi rpynu malieHTiB

ITauieHmu AiMHBLO20 BIKY

CriewiasibHi JOCIIAXKEHHS 3aCTOCYBaHHS 6-MepKaIlTOIIYPHUHY IalliEHTaM JIITHBOTO BIKY
He npoBonunu (OuB. po3min «Crocib 3acToCyBaHHS Ta OO3U»).

INopyweHHsA ¢pyHKUITI HUPOK

IlocmiaKeHHs IPOJIiKiB 6-MepPKaINTONIYPUHY He BUSBUJIM Pi3HUI Y (hapMaKOKIHETHUIli 6-
MEPKAIITOIyPUHY Yy Malll€HTIB 3 ypeMi€lo IOPIBHAHO 3 IMallleHTaMu 3
TPAHCIIJIAHTOBAHOIO HUPKOI. OCKiNTbKM PO aKTUBHI MeTaboIiTH 6-MepKaITOIIyPUHY
IIPY IOPYIIIeHHI QyHKIIil HUPOK BimoMo HebaraTto, peKoMeHO0BaHO ITpU3HavyaTu
3MEeHIIIEeHI 403U 6-MepKaITONYPUHY HallieHTaM 3 NOPYyILIeHHAMU (QYHKII1 HUPOK (OUB.
po3min «Cmocib 3acTOCYBaHHS Ta JO3U»).

6-MepKanToypuH Ta/abo #oro MeTaboJIiTH BUBOASATHCA ITil Yac reMopiaisy:
mpubnau3Ho 45 % pafioaKTUBHUX MeTab0JIiTiB BUBOOSTHCS IIPOTITOM 8 TOOMH IIif Yac
miasizy.

ITopyweHHs ¢yHKUil neviHKu

[TpoBemeHO OOCHIAXKEHHS IIPOJIiKIB 6-MepKanTOIIyPUHY Y TPhOX I'pyliax Malli€HTiB 3
TPaHCIJIAaHTOBAHOIO HUPKOIO: 6€3 3aXBOPIOBaHb MEYiHKHU, 3 ITOPYIIEHHAM QyHKIIi1
nedinku (ase 6e3 IUpPo3y) Ta 3 MOPYIIeHHSAM (QYHKIIl Ie4YiHKH i IUPO30M.
IocnigKeHHs TPOAEMOHCTPYBaIo, 110 eKCII03Ullis 6-MepKanTonypuHy 6ymnaa B 1,6
pas3a BUIIOIO y MalliEHTiB 3 IMOpPYIIeHHAM QYHKIIII nedinku (ane 6e3 mupo3y) i B 10
pasiB BUIIOIO y MAIiEHTIB 3 MOPYIIEeHHAM (YHKIIl NEeYiHKHU i IMPO30M MOPIiBHSIHO 3
namieHTaMu 0e3 3aXBOPIOBaHb NeYiHKY (OUB. pPo3ain «Crocid 3acTOCyBaHHS Ta HO3U»).



IToxa3zaHHA

JIikyBaHHS T'OCTPOTO JIEUKO3Y Y OOPOCIUX, IMIUIITKIB Ta OiTeU IpU:

e TocTpomy niMdpobracTHOMY nerko3i (I'JI1JI);
e TOCTPOMY ITpoMienonuTapHoMy J1ekKo3i (I'TIJI)/TocTpoMy Mi€TOITHOMY JIEMKO3i
M3 (I'MJI M3)

IIporunoka3aHHs

nmep4yTnuUBiCTh OO0 aKTUBHOI pe4Y0BUHHU ab0 Oyab-IKOT0 3 KOMIIOHEHTIB IIpenapary.

3Baxkalo4yu Ha CEePHO3HICTh MOKa3aHb, iHIINX aOCOJIIOTHUX NPOTUITIOKa3aHb HEMAE
B3aemMogisi 3 iHIIMMH JTIiKapChKHMH 3ac00aMHu Ta iHIIII BHIH B3a€MoOil

He pekoMeHAy€ETHCS MPOBOAUTH BaKIIMHALII0 )KUBUMU BaKIIHHAMU
iMyHOCKOMITPOMETOBAHUM ITallieHTaM (IuB. po3ain «OcoO6IUBOCTi 3aCTOCYBaHHSI»).

3acTocyBaHHS 6-MepKaNTONYPUHY 3 12K€I0 MOXKe [Ael0 3HNUKYBaTU MOr0 CUCTEMHY
€KCIIO3UIliI0. 6-MepKaITOIIyPUH MOXKHa IIpUMMaTHu 3 i2kelo abo HaTIlle, OJHaK IalliEHT
IMOBUHEH CTaHOapTU3yBaTH CBi METO[ ITPUNOMY AJis 3anobiraHHs 3HaYHOMY
KOJIMBaAHHIO eKcrno3ullil. [Ipemapar He ciig mpuiMaTH 3 MOJIOKOM ab00 MOJIOUHUMHU
MMPOOYKTAaMH, OCKiJIbKM BOHU MiCTSTh KCAaHTUHOKCHUIA3Y, pepMeHT, sKuii MmeTaboi3ye
6-MepKaIlTONMyPHH, i Ile MOzKe IIPU3BECTU O0 3HUKEHHS KOHIeHTpallil
MEPKAIITOIyPUHY Y I1JIa3Mi KPOBI.

Egexm 8i0 3acmocysaHHsi CynymHix AikapcvKux 3acobie Ha 0ito 6-MepkanmonypuHy
PubasipuH

PubaBipun inribye ¢pepmeHT iHo3uHMOHODOChaTaerinporernasy (IM®IT), 1o
MTPU3BOAUTH OO 3MEHIIIeHHS BUPOOHUIITBA aKTUBHUX HYKIEOTHU/IIB 6-TioryaHiHY.
[ToBigOMISAIOCS PO PO3BUTOK TSAKKOI Mi€eIocympecil Ha ¢pOHi CYIIyTHBOTO
3aCTOCYBaHHS IIPOJIiKiB 6-MepKaIlTONYPHUHY Ta pubaBipuHy; 3 OTJIAAY Ha Ie CyIIyTHE
3acToCcyBaHHS pubaBipuHY Ta 6-MepKaNTONypHUHY He PeKOMEHOYEThCS (OUB. PO3Tinu
«OcobOnMuBOCTi 3acTOoCyBaHHSA» Ta «PapMaKOKiHETHKA»).

MieanocynpecugHi npenapamu

Cnin 3 06epeKHIiCTI0O 3aCTOCOBYBaTH KOMOiHaIlif0 6-MePKaNTONYPUHY 3 iHIITUMU
Mi€JIOCYIIPECUBHUMM IIpellapaTaMy; 3a pe3yjbTaTaMU I'eMaTOoJIOIIYHOI0 MOHITOPUHTY
NPUKMMAaIOTh PIIIeHHS IIPO OOLIIbHICTh 3MEHIIIEHHS O03 IIpenapary (OUB. pO3Iin
«OCcOoOIUBOCTI 3aCTOCYBaHHS»).



AonypuHoa/oKcunypuHoa/mionypuHoa ma iHwi iHeibimopu kcaHmuHoKcudasu

ATOTTypHHOJI, OKCUIIYPUHOJI i TiOmypHUHOI OJIOKYIOTh aKTUBHICTh KCAHTUHOKCHUIA3H, 1110
ITPU3BOOUTH MO IIPUTHIUEHHS IIPOIeCy NepeTBOPeHHs 0iooTiYHO aKTUBHOI 6-
Ti0iHO3MHOBOI KMCJIOTH y 0i0JIOTiYHO HeaKTUBHY 6-TiocedoBy Kucioty. [Ipu
OOHOYaCHOMY 3aCTOCYBaHHI 3 aJIONYPHUHOJIOM, OKCUIIYPUHOJIOM Ta/ab0 TioypUHOJIOM
CJIiT 3aCTOCOBYBATH TibKU 25 % Bif 3BUYaAWHOI J03U 6-MEepPKaITONYPUHY (OUB. PO3Tis
«Crmocib 3acToCyBaHHS Ta JO3U»).

[H1m1i iHTiIGiTOPM KCAaHTUHOKCHUA3U, Hanpukiag gedyKcocTaT, MOXKYTh 3aTPUMYyBaTHU
MeTaboI1i3M 6-MepKanTonypuHy. He peKoOMeHOy€eThCSI CYIIYTHE 3aCTOCYBaHHS ITUX
penapariB, OCKiIbKM HAaKOIIW4YE€HO HeJOCTAaTHhO JaHUX [JIS BCTaHOBJIIEHHS
aIeKBaTHOT'O PeXUMY 3MEHIIEeHHS 03U 6-MepKaIllTOIypPUHY.

AMiHOcaaiyuaamu

OTpuMaHO in vitro Ta in vivo gaHi, SKi IOKa3ylOTh, 1110 IIOXiAHI aMiHOCaliluIaTiB
(HampuKIiaz oJjicaja3uH, Mecajla3uH abo cynbdacanas3uH) IPUTHIYYIOTh GEePMEHT
TIIMT, yepe3s 1ie IpU OOJHOYACHOMY 3aCTOCYBaHHI 3 MOXITHUMM aMiHOCAJIIIInIaTiB
OOLIJIBHO PO3TJISHYTHU NMUTAHHS IPO 3MEHILEHHS 03U 6-MepKanTONypUuHY (AUB. PO3ALIT
«OCco6IMBOCTI 3aCTOCYBAaHHS»).

Memompekcam

MetoTpekcart y po3si 20 M1"/M2 IepopanbHO Npu3BoaAuB A0 30inbinenHs AUC 6-
MepKanTtonypuny npubnusso Ha 31 %, Tomai sk mo3u 2 abo 5 F/M2 BHYTPIIIHLOBEHHO
36inbimyBanu AUC 6-mepkanTonypuny Ha 69 i 93 % BigmosigHo. 3 ornsay Ha Iie, SKIIO
6-MepKaIlTONyPUH BBOOATH OOHOYACHO 3 BUCOKMMU OO3aMU MeTOTpeKCcaTy, 003y
ImpernapaTy HeoOXiTHO CKOPUTYBATH, 11100 MifTPUMyBaTH HOPMaJIbHUM MOKA3HUK
JIEUKOLIUTIB Y KPOBI.

IH¢aikcumab

CrniocTepirasnacs B3aeMOfis MiXK a3aTIOIIPUHOM, IIPOJIiKaMU 6-MepPKaIllTONyYPUHY, Ta
iHdmikcumaboM. Y mallieHTiB, SKi OTPUMYIOTh @3aTiONPHUH ITPOTSATOM TPUBAJIOTO Yacy,
CIIOCTepirasaocs TUMUYacoBe IMiaBuIlleHHs PiBHIB 6-TT'H (6-TioryaHiHOBUY HYKJIEOTHUL,
aKTUBHUM MeTabOoJIiT a3aTiONpPUHY) Ta 3HUXKEHHS CepPeOHbO] KilTbKOCTi JIEUKOIUTIB y
nepiri TUXHI nicns iHdy3il iHdnikcumalby. [Toka3HUKY BiTHOBIIIOBAIUCS OO
[IOIIEPEHBOr0 PiBHA Yyepe3 3 MicAli.

Bnaue 6-mepkanmonypuHy Ha iHWi aikapcvki 3acobu

AHmMukKoazyaaHmu



[ToBimoMIsiyIOCS IPO NIPUTHIYEHHS aHTUKOATyJISHTHOTO e(peKTy BapdapuHy Ta
alleHOKyMapoJly IIPU CYIIyTHbOMY 3aCTOCYBaHHI 13 6-MepKalTOIyPUHOM, Yepes 110
MOXKYTb OyTH IOTPiOHI OiNbIII BUCOKI M031 aHTUKOATYJISHTY. PEKOMEHIYEThCSI
PEeTEeNbHO BiicTeKyBaTH KOaryJsliiiHi mTpobu IIpu OJHOYaCHOMY 3aCTOCyBaHHi
QHTHUKOATYyJIIHTIB Ta 6-MepKalTOIIypUHY.

OC00/1MBOCTi 11010 3aCTOCYBaHHS

6-MepKanmonypuH - e adKkmuBHul LumocmamuyHul npenapam, momy tuo20 MOMHNCHA
3acmocosysamu miabKu ni0 KOHMpoaeM AiKapAa, AKUl mae 00cs8i0 NPu3HA4YeHHA
makux 3acobis.

[Tpu imyHi3alil 2KUBUMHU BaKIIMHAMHU y IAIli€HTIB 3 iMyHOmedilluTOM MOXKe
PO3BUHYTHUCSA iHPEKLisA. 3 OrIsAAY Ha lie He peKOMEeHAYEThCS MPOBOAUTH iMyHi3aIlito
XKUBUMM BakKlrHaMu manientaM 3 ['JIJT abo I'MJI. V 6ynb-sKoMy BUIIQAKY MalliEHTaM y
cTafil pemicii BBOOUTH KMBi BaKIIMHU ITO3BOJISETHCS HEe paHillle, Hi2K KOJIM IalliEHT
BBaXKa€eThCA 3aTHUM pearyBaTH Ha BaKIlWHaIlil0. [HTepBas MiXK 3aKiHUEHHAM
XiMioTeparril Ta BiTHOBJIEHHSIM 30aTHOCTI MallieHTa BiOIIOBigaTU Ha BBEIEeHHS BaKIIMH
3aJIeKUTh Bifl iIHTEHCUBHOCTI Ta BUAY JIiIKapChKUX 3ac00iB, 1110 CIPUYUHUIU
iMyHOCYIIpecCito, OCHOBHOTO 3aXBOPIOBaHHS Ta iHIIMX (haKTOPiB.

He pekoMeHOy€ETHCS OJHOYACHO 3aCTOCOBYBaTU pHUOaBipuH i 6-MepKaINTOIIypPUH.
Pu6aBipyuH MoxXKe 3MeHIIIyBaTU e(eKTUBHICTH i ITiICUITIOBAaTH TOKCUYHI ITPOSIBU 6-
MepKanTONypuHy (OUB. po3nin «B3aemopis 3 iHIMUMU JTiKapChbKUMHU 3acobaMu Ta iHIII
BUOH B3aEMOIIN»).

Be3neuHe nogo0dJceHHs 3 mabiemkamu 6-MepKanmonypuHy

[Tpu moBomKeHHi 3 TabIeTKaMM 6-MepPKANTOIIYPHUHY PEKOMEHIYEThCS OJOTPUMYBATUCS
YMHHUX MiCIIeBUX peKOMeHaalliii Ta/abo IIpaBuJl IIOA0 ITIOBOMXKEHHS Ta yTHUIi3alii
IIUTOTOKCUYHUX IIpeIllaparisb.

Ymuanizauia

Bynp-siKuii HeBUKOPUCTAHUM JIiKapCchKUM 3aci6 abo Bimxodu Ciif yTHITiI3yBaTH
BiIIOBIOHO OO MiCII€eBUX BUMOT.

MoHimopuHe

OcKinbKu 6-MepKanmonypuH YuHUMb CU/AbHY Mi€eaocynpecusHy 0ito, nid uac iHOyKuii
pemicii HeobxiOHO W,00HA BUKOHYB8AMU PO320pHYymMull aHani3 kpoei. ITio uac
NiIKyBaHHA nompibHO pemebHO cnocmepizamu 3d Naui€HMoM.

Cympeciss KiCTKOBOTO MO3KY




JIikyBaHHS 6-MepKalTOIIyPUHOM CIPUYUHSE CYyIIPECit0o KICTKOBOTO MO3KY Ta
MIPU3BOOUTH MO JIEMKOMEeHil, TpoMOOIUTOIIe i, pigmie - go anewmii. ITig yac iHmyKirii
peMicii HeoOXimTHO YaCcTO BUKOHYBATH PO3TOPHYTUM aHali3 KpoBi. [IpoTarom
MiATPUMYyBaJIbHOI Teparlil reMaToJIOTiYHi ITOKa3HUKM, Y TOMY YHCJIi TPOMOOITUTH,
HeOoOXigHO BifiCTEKyBaTH PETYJIIPHO i pOOUTH Iie YacTillle, SIKII0 3aCTOCOBYIOTh BUCOKI
no3u abo HasiBHI TSI2KKi 3aXBOPIOBAaHHS HUPOK Ta/ab0 MEeYiHKU.

[Tocunenuul reMaTOJIOTIYHUY MOHITOPUHT PEKOMEHOYETHCS IIPU 3MiHI pi3HUX
JIIKapChKUX ()OPM MEpPKaITOIyPUHY.

KinbkicTh meMKOIUTIB Ta TPOMOOIIMTIB IPOAOBKY€E 3HUKYBATUCS 1 MiCII IPUITUHEHHS
JIIKyBaHHS, TOMY IIPHU IIePIINUX Ke O3HaKaxX HaAMIpHOTO 3MEHIIIeHHA KiJIbKOCTi
JIEUKOIIUTIB a00 TPOMOOIIMTIB JIiKyBaHHSA CJIif HETAWHO IPUIIUHUTH.

[Tpu cBo€YacHil BigMiHi 6-MepKanTONypPUHY CYIIPecis KiCTKOBOTO MO3KYy 000pOTHaA.

[Tig yac iHOyKIlil peMicil mpu ToCTPOMY Mi€JIOTeHHOMY JIEMKO3i citif 3a0e3neYuTu
MOZKJIMBICTh YaCTOr0 IPOBEAEeHHS BiAMIOBIAHOI HiATPXMYyBaJIbHOl TepaIlril Ha Imepiof
MOZKJIMBOTO PO3BUTKY alljia3dil KiCTKOBOTO MO3KY, IOB’I3aHO0l 3 TiKyBaHHSAM, Ta
BaXKJIMBO MATH BiAgmoBimHe oOjIagHAHHS.

103y 6-MepKanTONypuHy Moxe O0yTH HeoOXigHUM 3MEHIIUTHU IIPU OJHOYACHOMY
IMpU3Ha4YeHHi Ipemnaparis, y IKUX IepBUHHA a00 BTOPUHHA TOKCUYHICTh TPOSBISIETHCS
y BUTTIALI Mienocympecii (quB. po3nin «B3aemopisa 3 iHIIMMU TiKapChbKUMM 3acobaMu
Ta IHII BUOW B3a€EMOTIN»).

I'emaTOTOKCUYHICTD

6-MepKaINTOIIyPUH I'eNaTOTOKCUYHUM, TOMY HEeOOXiTHO KOXKHOTO TUXKHS IPOTATOM
JIIKyBaHHSI KOHTPOJIIOBaATH ITOKa3HUKM QYyHKIIi1 nedinku. PiBHI ramMmma-
rnytamintpancdepasu (I'TT) y nna3mi KpoBi € HaMOIIbINT BaXKJIMBUM IIPOTHOCTUYHUM
(bakTOpPOM A7 BimMiHM IIpemapaTy BHACIIIOK relmaTOTOKCUYHOCTI. Y MaIli€HTIB 3
iCHylI0OUMMH 3aXBOPIOBAaHHSIMU ITeUiHKM a00 XBOPUX, SIKi OTPUMYIOTh iHIIIi ITOTEHIINHO
rernaTOTOKCHUYHI IIperapaTyd, PEKOMEHAYETHCS IIPOBOOUTH Lied KOHTPOJIb YacCTilIe.
[NamuieHTiB HEOOXiAHO MONEPEeOUTU TPO HEeOOXiAHICTh HeralHOl BigMiHU 6-
MEePKAaITONyPUHY Yy pa3i MOosIBU KOBTSHULIL.

CHHOPOM JTi3UCY NYXJINHU

[Tig yac iHOyK1ii pemicii, Konu BimOyBa€ThCS MBUOKUM JIi3UC KITITUH, HEOOXigHO
KOHTPOJIIOBATHU PiBEHb CEYOBOI KMCJIOTH Yy KPOBi Ta cedi, OCKiTbKH icCHye Hebe3IeKa
PO3BUTKY TinepypuKkeMmil Ta/abo rinepypruko3ypil 3 pu3mKoM PO3BUTKY CEYOKHUCIIO1
Hedpormarii.



Oedimut TIIMT

Y mesikux nOaeu CIOCTEePIraeThCs BPOAKeHUM OediuT pepMeHTy
tionypuaMeTunTpancdepasu (TIIMT). Lli maiieHTH MOXKYTh BUSBISATUCS HaO3BUYalHO
YyTIUBUMU OO0 Mi€JIOCYIIPECUBHOI Ail 6-MepKanTONypPUHY, BHACIIIMOK YOT0 Y HUX OyXKe
IIIBUKO PO3BUBAETHCS CYIIPECisi KICTKOBOTO MO3KY IiC/IA IOYATKY JIIKyBaHHS G-
MepKanTonypuHoM. LIs mpobneMa Moxe 11ie GinbIlle YCKIagHIOBaATUCS B pasi
OOHOYACHOTO IIpU3HaYEeHH IIpelapariB, Kl IPUTHIYYIOTH
TionmypuHMeTUITpaHcdepaldy, TaKUX K Ojcaja3nH, Mecana3uH abo cynbdacana3uH.
Kpim TOro, moBimOMJIAIOCSA IPO MOXKJIMBUM 3B SI30K MiXK 3MEHIIEHOIO aKTUBHICTIO
TTIMT i po3BUTKOM BTOPHUHHUX JIE€MKO3iB i Mienmoaucmnasii y nmaiieHTiB, sgKi
OTPUMYyBa/IXd 6-MepKaIlTONyPUH Y KOMOiHallil 3 iHIIUMUA MUTOTOKCUYHUMU
npemnapaTtamMu (OuB. po3min «I1o6iuHi peakiii»). [Tpubnu3no 0,3 % (1:300) maIieHTiB
MaloTh Cl1abKy abo0 BiiCyTHIO aKTUBHICTB 1IbOT0 hepMeHTy. [Ipubnusuo 10 % maiieHTis
MaloTh HU3bKY a00 npoMixHy akTuBHiCTh TTIMT Ta 90 % MaiTh HOpMasabHY
akTuBHicTh TTIMT. TakoX iCHy€ rpymna, 110 CTaHOBUTh OMU3BKO 2 %, IKa Ma€ BUCOKY
akTuBHiCTH TTIMT. ¥V meskux mabopaTopigx IPOBOOSATHL aHalli3 Ha BUSABJIEHHS OedirmuTy
TIIMT, xo4a Taki TeCTU He 3aBXOU BUSBJIAIU BCIX IIAIJIEHTIB, SKUM 3arpoXKyBajlu
TSI2KKi ITPOSIBU TOKCUYHOCTI. 3 OTIsiAy Ha 1le HeoOXimHO peTenbHO BifCTeXYyBaTU
reMaToJIOTiYHi TOKa3HUKU.

ITamiernTu 3 BapiauTom NUDT15

[TagierTn 3 ycnagkoBaHoo MyTanieo reHa NUDT15 maioTh migBUILIEHUN PU3UK
PO3BUTKY TAXKKNX TOKCUYHUX IIPOSBIiB JIIKyBaHHS 06-MEepPKaNTOIIYPUHOM, TaKUX K
paHHS JTeUKOIIeHis Ta aJiolelis, TPy 3BUYalHUX A03aX TiONMypuHOBOI Teparril. Taki
MalieHTy 3BUYaliHO NOTPeOYIOTh 3aCTOCYBaHHS 3HUKEHUX 103, 0COOJIMBO 1€
CTOCYEThCSI TOMO3UTOTHUX TaIlieHTiB 3 BapianToM NUDT15 (guB. po3nin «Croci6
3acTocyBaHHS Ta mo3u»). Hactora NUDT15 c.415 > T ma€e eTHiYHY BapiaOesbHIiCTh:
npubnusHo 10 % y npeacTtaBHUKIB HapofaiB CxigHol A3zii, 4 % - JIaTUHCBKOI AMEPUKH,
0,2 % - €sponu Ta 0 % - Appuku. Y 6yap-1KOMy pa3si Ciif peTeJIbHO MOHITOPUTH
reMaToJIOTiYHi TOKa3HUKU.

IlepexpecHa pe3nUCTEHTHICTD

3a3BuUyau CIIOCTEPIra€ThCA IepexpecHa Pe3UCTEHTHICTh MiK 6-MepKaIlTOIIyPUHOM Ta
6-TioryaHiHOM.

l'imepyyTauBICTh

[TamieHTaM, y SKUX OifO3PIOETHCSA PO3BUTOK B MUHYJIOMY Peakllii rinep4uyTauBOCTI 10
6-MepKaITONypPUHY, He PEKOMEHAYEThCS 3aCTOCOBYBaTU MO0 IOIIePeqHUK -
a3aTionpuH, 3a BUHATKOM THUX BUIIA[KiB, KOJIM aJIepProJIOTiuyHi TEeCTHU y HallieHTa



NigTBEPOUIIU TiepuyTIUBICTE 4O 6-MEepPKaANTONYPUHY, ajle fajlu HeraTUuBHUU
pe3ynbTaT Ha a3aTionpuH. OCKIJIbKM a3aTiONpPUH € IIPOJIiKaMU 6-MepKanTOIIypUHY,
MalieHTaM 3 TimepyYyTIuBICTIO 10 a3aTiONPHUHY B aHaMHe3i HeoOXiTHO MPOBECTH
aHaJIi3¥ Ha TinepuyTJIUBICTh OO 6-MEPKANTOIIyPUHY OO II0YaTKy JIIKyBaHHII.

IMTopymieHHs GYHKIII DediHKU Ta/abo HUPOK

[Tpu npu3HadyeHHi 6-MepKaANTONYPUHY IalliEHTaM 3 IMOPYHIeHHSAM (QYHKIIil HUPOK
Ta/abo MmeviHKu ciim 0yTu obepexxHUMU. PeKOMeHI0OBaHO NPHU3HaYaTU 3MeHIIeHi 103K
TaKUM MaIliEHTaM Ta PeTENIbHO BiACTEeXKyBaTU reMaTOJIOTiUYHY BiANOBiAb (OUB. PO3OinU
«Crmocib 3acTocyBaHHS Ta O03u» Ta «PapMaKOKiHETHUKa»).

MyTareHHiCTh Ta KaHIIEPOTeHHICTh

CrocTepiranocs migBUIIeHHS KiTbKOCTi XpOMOCOMHUX abepalliii y nepudepruaHmux
miM@onuTax y Hami€eHTiB 3 JIeMKO3aMH, y NallieHTa 3 TinepHedpoMOoIo, IKUW OTPUMaB
HEBCTAHOBJIEHY 03y O6-MepKaNTONYyPUHY, Ta y HNalli€eHTiB i3 XpOHIYHUMU
3aXBOPIOBAHHSIMM HUPOK, sIKi oTpumyBanu mo3u 0,4-1,0 Mr/Kr macu Tina Ha go0y.

3adikcoBaHO ABa BUIIAOKU PO3BUTKY I'OCTPOTr0 HEMIM(POLUTAPHOTO JIEUKO3Y Y
Mali€eHTIiB, Ki OTPUMYBa/JId 6-MEepPKaIlTONYPUH Yy MOEAHAHHI 3 iIHIMKUMHU IIpernapaTaMu
IIPY 3aXBOPIOBAHHIX HE3JIOSIKICHOTO MOXOmKeHHs. OnrcaHo OOMH BUNAOOK, KON
Mali€eHT OTPUMYBaB 6-MepPKaINTOIIyPUH [OJIS JIIKyBaHHS raHTPEHO3HOI ImiogepMmil i y
OJaJIbIIOMY YV HBOTO PO3BUHYBCS I'OCTPUM HeTiMPOUIUTapHUHU JIEUKO3, ajle
3aJIMIIIa€EThCSA HEe3 ssCOBaHUM, UM OyJI0 Ile HacJlifKOM IPUPOLHOTo Iepebiry
3aXBOPIOBAHHS, UM IPUYUHOIO IIBOT0 CTAJI0 3aCTOCYBaHHS 6-MepKaNTOIypUHY.

Y nanienTa 3 xBopo6o0i0 XoaxkKiHa Ha GOHi JIIKyBaHHS 6-MepKaIlTOIyPUHOM Ta
0araTbMa iHIIMMU IIMTOCTAaTUKAMU PO3BUHYBCS I'OCTPUHN Mi€JIOT€eHHUN JIEHKO3.

Yepes 12,5 poky micns niKyBaHHSA 6-MepPKaIlTOIIYPUHOM MiaCTeHil IpaBic y mallieHTKHA
PO3BUHYBCS XPOHIYHUU Mi€JIOITHUN JIEUKO3.

OTpuMaHO IMOBiHOMJIEHHS IIPO PO3BUTOK ITE€YiHKOBO-CeIe3iHKOBOI T-KIiTHHHOI1
JTiM$pOMHU y MaLi€HTIB i3 3anaJbHUM 3aXBOPIOBaHHAM KHUIIedHUKY (33K) (
He3aTBePIKEHe MMoKa3aHHs), sIKi OTpUMYyBalid 6-MepKanTONypPUH y KOMOiHallil 3 aHTHU-

®HII npenapaTamu (auB. po3min «I[1o6iuHi peakirii»).

Y nailieHTiB, K1 OTPUMYIOTH IMYHOCYIIPECUBHY Tepallito, BKJII0Ual0Yu MePKAaIlTOIIypPUH,
iCHy€ MiABUIIIEHUN PU3UK PO3BUTKY JIiMQOIpoTipepaTUBHUX 3aXBOPIOBAHb Ta iHIIINX
37I05IKiICHUX HOBOYTBOPEHb, 0COOIUBO paKy IIKipu (MelaHOMa Ta HeMeJIaHOMHi BUOU
paKky), capkoM (Karmoiii Ta iHIII BUAU) Ta paKy WIKMKWKK MaTKu in situ. [TigBuineHun
PHU3UK, UMOBIpPHO, IIOB’sI3aHUU 3i CTyII€eHEM Ta TPUBAJIICTIO iMyHOCYIpPECil.
[ToBigomiisiziocs, 110 BiAMiHa IMyHOCYIIPECUBHUX IIpelapaTiB MOXKe CIPUSATU 4aCTKOBINA



perpecii nimdonponihepaTuBHUX PO3NIaaiB.

TakuM 4MHOM, CXeMYy JIIKyBaHHS, 1[0 MiCTUTH OeKijIbKa iMyHOCYIIPECUBHUX IIpelapaTiB
(B TOMY 4HMCIIi TiIOMypHHIB), CJIif 3aCTOCOBYBaTH 3 00€PEXKHICTIO, OCKIIbKHU 1€ MOXKEe
MMPU3BECTH A0 niMdorponidhepaTUBHUX PO3NamdiB, y T. 4. TeTanbHUX. KoMbOiHa1is
OaraTbOX iMyHOCYIIPECUBHUX IIpelapariB, sIKi 3aCTOCOBYIOTh OGHOYACHO, MiABUIIYE
pu3uK niMdonponidpepaTuBHUX PO3/1afiB, IOB’ d3aHUX 3 BipycoM Emnmitelina - Bapp
(BEB).

CuHOpoM aKTHBAIll MakKpodaris

CunpgpoM akTuBalii MakpodgariB (CAM) € BimoMHUM po3/1afoM, III0 3arPOKYE KUTTIO,
SIKUY MOZK€ PO3BUHYTUCS Yy MAIliEHTIB 3 ayTOIMyHHUMM CTaHaMM, 0COOJIUBO i3
3arajibHMUM 3aXBOpIOBaHHAM KulieyHUKy (33K) (He3aTBepaKeHe MoKa3aHHS), SKi
MMOTEHIIINHO MOXKYTh MaTH HigBUINEHY YYTIUBICTh M0 MEPKAIITONIYPUHY. [Tpy PO3BUTKY
a6o nimo3pi Ha CAM criig ssKOMora paHillle po3modaTy BiglloBigHe JTiKyBaHHS, a
MepPKaITONypuH HeoOximHo BigMiHuTH. JlikapsaMm ciiig 6yTH yBaXKHUMU CTOCOBHO TaKUX
ingexkii, sk BEB a6o mutomeranoBipyc (LIMB), oCcKiflbK¥ BOHU € BilOMUMU
yuHHUKaMu CAM.

Hitu

Y piteur 3 I'J1J], aKi OTPUMYIOTH Tepamito 6-MepKanTOIYPUHOM, IIOBITOMIISIIIN IIPO
CUMIITOMATHYHY Trinoraikemiio (quB. po3min «I[1o6iuHi peakirii»). BinbIIicTh
IMOBiTOMJIEHUX BUMAJKIiB CIIOCTEPiramu y giTeu BikoM A0 6 pokiB ab0 3 HU3bKUM
IHOeKcoM MacH Tina.

[Hdekiil

Y mailieHTiB, siKi OTpUMYyBasu NiKyBaHHS 6-MepPKaNTOIIYPUHOM OKpeMo abo y
KoMOiHallii 3 iHIMUMY iMyHOCYTIPECUBHUMMU IIperapaTaMu, Y TOMY YUCIIi
KOPTUKOCTEPOifaMHy, Bifl3Havyasu MifBUIIEHY YYTJIUBICTh J0 BipyCHUX, TPUOKOBUX i
OakTepianbHUX iHMEKIIil, BKIII0Yal04YM TIXKKi a00 aTuUMNOBIi iHdeKIil, a TaKox
peakTUBallilo BipycHUX iHdekIili. [Tepebir iHpeKIlil Ta yCKIagHEeHHS y IIUX Malli€HTIB
MOXKYTb OyTH OiJIbII TIKKNUMH, HiXK y TUX, XTO HE OTPUMYBaB JIIKyBaHHS.

[Tepen moyaTKOM IiKyBaHHSI CIIil BpaXOBYBaTH ITOIIEPENHiMl KOHTAKT abo 3apaxkKeHHS
BipycoMm BiTpsiHOI Bicmiu. 3a HEOOXigHOCTI CHIi HOTPUMYyBaTHUCS MiCIIeBUX
PEeKOMeHalliil 3 IIbOT0 IIPUBOAY, BKIIOYal0uu NpodimakTudHe JTiKyBaHHs. [lepeq
[IOYaTKOM JIIKyBaHHS CJIifl PO3TJISHYTH IIMUTAHHS IIPO IPU3HAYEHHS CEPOIOTIYHUX
TECTIiB Ha Bipyc remnaTtuty B. {KII0 CEpOIOTiuyHI TECTU BUSABUJINCS IIO3UTUBHUMU, CJIIi[
OOTPUMYBATHUCS MiCLIeBUX PeKOMeHalliil 3 IOT'0 IPUBOAY, BKIIIOUYAIOYU
npodinakTUdHe JTIIKyBaHHSA. Y HaIli€HTIB, IKi OTPUMYIOTh 6-MEePKAINTOIIYPHUH OIS
nikyBaHHs ['JIJI, moBimoMIsAI0oCcsa Ipo BUIaOKU HEUTPOIIEHIYHOT O CEICUcCy. AKII0 y



nalfieHTa BUHUKAE iHGEeKIIis g yac JiKyBaHHs, He0OXigHO BXKUTH BigIIOBImHUX
3ax0[iB, Kl MOXKYTh BKJIIOYaTU aHTUBIPYCHY Tepallito Ta IIiATpUMyBaJlbHe JIIKyBaHHSI.

Cunpgpowm Jlema - HixaHa

OkpeMi gaHi cBim4aTh IIPO Te, 10 aHi 6-MepKaNTONypPUH, aHi KOT0 MOIIepeOgHUK
a3aTiONpUH He OEMOHCTPYIOTh €(DeKTUBHICTE Y IAIli€EHTIB i3 PiAKICHMM BPOOXKEHUM
CTaHOM - MOBHUM fedinuToM rinmokcanTuHryatindocdopubdosunrparnchepasu
(cungpow Jlema - HixaHa). TakuM maiiieHTaM HE PEKOMEHOYEThCS 3aCTOCOBYBaTHU 6-
MepKanTONnypuH ab0o a3aTiommpuH.

YnbTpadioneToBe oIpoOMiHEHHS

[NamieHTH, IKi OTPUMYIOTh 6-MepPKaNTONMypHH, OilbIl YyTHUBi 10 coHLA. Crmifg
00MezKUTH repeOyBaHHS TIi[ Oi€l0 COHSIYHOTO CBiTJIa Ta yIbTpadioneToBOTo
BUIIPOMIHIOBaHHS, MAlliEHTaM CJIi peKOMeHOyBaTU HOCUTHU 3aXUCHUU OOAT Ta
3aCTOCOBYBaATH KOCMETHUYHi 3ac001 3 BUCOKUM (aKTOPOM 3aXUCTy Bifg YO.

JIakTO3a

o ckiany mpenapaTy BXOOUTH jlaKTo3a. [lalieHTH 3 pigKiCHUMU ClIafKOBUMU
npobieMaMu HEIIEPEHOCUMOCTI rajlakTo3u, MOBHUM HOediluToM j1akTa3u abo
MaJTbaOCcopOITi€o TITI0KO3U-TajlaKTO3!W He MMOBUHHI NpUMaTH IleH JTiKapChKui 3acio.
Axmio y Bac BcTaHOBIIEHa HEIEPEHOCUMICTh JEeSIKUX IIYKPiB, IPOKOHCYIbTYUTECS 3
JIiKapeM, Iepil HiXK TpuiMaTH 1iel JTiKapCbhKui 3acio.

IHriGiTOPH KCAHTUHOKCHOA3N

[Tpu ogHOYAaCHOMY 3acTOCyBaHHI 3 iHTiOiTOpaMy KCaHTUHOKCHUA3M, HaAlIpUKiIay 3
aJIONyPUHOJIOM, OKCUIIYPHUHOJIOM a00 TiONypHHOJIOM, HalliEHTaM CJIif IpUiMaTu
TiTbKU 25 % 3BUYANHOI 003U 6-MEePKAIITOIIyPHUHY, OCKIJIbKY aJIOIyPUHOJI 3HUKYE
IIBUAKICTh KaTaboJs1i3mMy 6-MepKanTonypuHy (oqus. po3ninu «Crnocib 3acToCyBaHHS Ta
mo3u» Ta «B3aeMofis 3 iHIIMMU JTiIKaPCHKUMHU 3aco0aMU Ta iHII BUOM B3a€EMOTiN»).

AHTUKOAryIsSHTH

[ToBigOMIIANIOCS PO NIPUTHIYEHHSA aHTUKOATyJISTHTHOTO e(peKTy BapPapHuHy Ta
alleHOKyMapoJly Ipyu OOJHOYaCHOMY 3aCTOCYBaHHI 3 6-MepKanTONYPUHOM, TOMY
MOXKYTb OyTH HEOOXimMHUMHU BHUIIli JO3U aHTUKOATYNISHTIB (OUB. po3min «B3aeMopis 3
IHIMMMU JTiKapChbKUMHU 3aco0aMu Ta iHIIN BUOU B3a€EMOIIl»).

3acmocysaHHA y nepiod sazimHocmi abo 200y8aHHA 2py0010.

PenpodykmueHa ¢pyHKUiA



Bronus Teparril 6-MepKanTONypruHOM Ha (PePTUIBHICTE TIOOUHU HEBITOMUMU.

OTpuMaHi MOBimOMJIEHHSI IPO HAaPOXXEHHS 3[MOPOBUX AiTeM y OaThbKiB/MaTepiB, SKi
JIIKyBaJIuCs Y JUTUHCTBI ab0 IOHOCTI.

[ToBimoMiisiyiocss IPO BUMAAKU TPAH3UTOPHOI OJIirocrepMii micns JIikyBaHHS 6-
MEPKaITOIyPUHOM.

BaeimHicmb

[IpomeMoHCTpPOBaHa 3HaYylla liepefada 6-MepKanTOIIypUHY Ta Moro MeTaboIiTiB Bif
BariTHOI IO IJIOfa Yepe3 MJIalleHTy Ta aMHIOTUYHY PiOuHY.

Y pa3si MOXKJIMBOCTI CJIiJi yHUKATU 3aCTOCYBAHHS O-MepKalTONYPUHY IIif 4ac
BariTHOCTi, 0COOIUBO Y MEPIIOMY TPUMECTPi. Y KOXKHOMY KOHKPETHOMY BUMAAKY CIIif
3BaXKyBaTH IMOTEHIIIMHY HeOe3MeKy AJid IJIofa i O4iKyBaHy KOPUCTH AJII MaTepi.

4K i npu iHIMKUX BUAaxX IUTOTOKCUYHOI XiMioTeparrii, aK1110 Oyab-XTO 3 MapTHEPIB
OoTpuUMYy€E TabIeTKN 6-MepKaNTONMypPHUHY, HeoOXigHO paJuTH MalliEHTaM 3aCTOCOBYBaTH
aJeKBaTHI MeTOOW KOHTpPAIEMNIlil IPOTArOM JIiKyBaHHSA Ta IMOHAUMEHIIe 3 MiCSIi ITicisa
OTPUMAaHHS OCTAHHBLOI 103U IIpenapary.

HocnigKeHHs 6-MepKanTOIIyPUHY Y TBAaPUH CBid4YaTh IIPO PENPOOYKTUBHY
TOKCUYHICTB IIpemnaparty. [IoTeHIinHEuN PU3UK 01 JIIOOVHU OCTaTOYHO He 3'sICOBaHUMU.

Excnosuuisa y mamepi

[Ticns nikyBaHHSA 6-MEPKAINITONYPUHOM Yy BUTJIAAI ODHOKOMIIOHEHTHOI XiMioTeparril y
KIiHOK HapOAXKyBaJIMCs 3[00POBi MiTH, 0COOIMBO KOJIHU JIIKYBaHHS ITPOBOOUIIN OO
3amnnigHeHHs abo0 mics IepIIoro TPUMECTPY.

OnwucaHi BUlagKy CIIOHTAHHUX BUKUIHIB Ta IlepefYacHUX I10JIOTiB YV XKIHOK, SKi
oTpuMyBau mmpenapar. IIoBigOMIsIIOCsS IPO HapPOOXKEHHS OiTel 3 MHOXKUHHUMU
BPOIKEHUMU BaJlaMU IIiCJIsg 3aCTOCYBaHHS 6-MepKaNTONYPUHY B IOENHAHHI 3 IHIIIUMU
XiMioTepalneBTUYHUMU IIpellapaTaMU BariTHUM XKiHKaM.

Excnosuuis y 6bamvka

[ToBimoMIIsiyiv IIPO BUMIAAKM CIIOHTAaHHUX aOOPTiB Ta BPOAXKEHUX Bafl y AiTeH Iiciisg
BILIMBY 6-MepKaITOIIyPUHY Ha OaThbKa.

I'ooysanHs 2pydoro

6-MepKaNTOIIyPUH BUSABIAIN Y TPYOHOMY MOJIOLI HaIliEHTOK ITiCISA TpaHCIJIaHTallil
HUPKY, IKi OTPUMYBa/JId iIMyHOCYIIPECUBHY Tepallilo a3aTioONpUHOM (IIpojiikaMu 6-
MEepPKaIITONypPUHY). TOMy XKiHKH, IKi OTPUMYIOTh 6-MepKaNTONYPUH, He TTOBUHHI



TOIyBaTU TPYOIIO.

30amHicmb 8nausamu Ha weudKicmb peakuii npu KepysaHHi aemompaHcnopmom abo
[HWuUMU MexaHi3amamu.

Hemae maHMX IIpO BIJIUB 6-MEepPKaNTONYPUHY Ha 30aTHICTh KepyBaTU TPAHCIOPTHUMU
3aco0aMu Ta IpalffoBaTH 3 IHIIMMU MexaHi3MaMu. 3BaXKal4du Ha (papMaKoJIOTiuHi
BJIaCTUBOCTI JIiKapCchKOTO 3aco0y, He MOXKHa nmepen0adyuTy MOXKJIUBICTh MOT0 BIJIUBY
Ha IIi BUOHU aKTUBHOCTI.

Cmocid 3acTocyBaHHsSI Ta I03H

JIikyBaHHS 6-MepPKaIITOIYPUHOM CJIiZl TPOBOOUTH TiJIbKM ITif HaATJISAOOM JIikaps a0bo
IHIITIOT 0 IIpalliBHMKa OXOPOHU 300POB’s, IKUU Ma€ OOCBig BegeHHA nailieHTiB 3 I'J1JI Ta
I'THIT (I'MJI M3).

6-MepKaNTOIypPUH MOXKHA ITpUMUMaTH pa3oM 3 ixketo abo HaTIle, aje MalliEHT IOBUHEH
CTaHOaApTU3yBaTH cIocib nputioMmy. IIpemapaTt He Cilifg MpuMaTU 3 MOJIOKOM abo
MOJIOYHUMMU IIPOAYyKTaMu (OUB. po3ain «B3aeMomisa 3 iHIIMMH TiKapChbKUMM 3acob0aMu
Ta IHIIII BUOM B3a€EMOfiN»). 6-MepKaITOIIyPHUH CJIig IpUKUMaTy IloHavMeHIIe 3a 1
roguHy 1o abo yepes 2 TOOWHMU IIiC/Is MPUNOMY MOJIOKA ab0 MOJIOUHHUX ITPOOYKTIB.

I71s1 mopocnuXx Ta OiTe¥ 3BM4YalHa J03a CTaHOBUTH 2,5 MI/KT MacCH Tijla Ha [eHb, abo
50-75 Ml"/M2 IIJIOLIi TiJla Ha OeHb, ajie Jo3a Ta TPUBAJIICTh JIIKyBaHHS 3ajieXKaTb Bif
BUOY Ta OO3U IHIIUX HUTOCTAaTUYHUX IIpellapaTiB, SKi 3aCTOCOBYIOTH Pa3oM i3
6-MepKaIlTONyPUHOM.

[o3u cnipg nigbupaTy 3ajeXKHO Bif iIHAMBIAyaJIbHUX 0COOIMBOCTEN Ialli€HTa.

6-MepKaNnTOIIyPUH 3aCTOCOBYBAJIM Y Pi3HOMaHITHUX cxeMaX KOMOiHOBaHOI'O JIiKyBaHHS
TOCTPOTO JIEUKO3Y.

Iocmim»XeHHs 3a y4acTio OiTe# 3 rocTpuM niMm¢poO6IacTHUM JIeMKO30M CBig4aTh, 110
3aCTOCyBaHHSA 6-MepKaIllTOIIyPHUHY YV BEUipHiN YaC 3HUXKYE PU3UK BUHUKHEHHS
penuanBy XBOpoOH MOPiBHAHO 3 IPUXUOMOM BPaHIIi.

ITauieHmu AiMHBLO20 BIKY

Y nmaui€eHTiB MTiTHBOTO BiKy pEKOMEHOYETHCSI KOHTPOJIIOBATU (DYHKIIIIO HUPOK Ta
MIEeYiHKH, i IPU 1X MOPYILIEHHI J03y 6-MepKaIllTONyPUHY CIIif 3MeHIIyBaTH.

ITopyweHHs ¢pyHKUIT HUPOK

PekomeHOoOBaHO IpH3HaYaTU 3MEHIIEH] 03U 6-MePKaIlTOIIyPUHY IPU MOPYIIEHHIX
¢yHK11il HUPOK (OuB. po3min «®PapMaKOKiHETUKA»).



IMopyweHHsAa ¢pyHKUIl neviHKu

PekoMeHO0OBaHO NIprH3HaYaTyU 3MEHIIEH] 03U 6-MePKaITONYPUHY IIPU HOPYLIEHHAX
¢yHKII] nediHku (ouB. po3ain «PapMaKoKiHETHKA»).

B3aemo0ii 3 aikapcvkumu 3acobamu

[Tpu ogHOYaCHOMY 3acTOCyBaHHI 3 iHTribiTOpaMy KCaHTUHOKCHOA3M, HAlIpUKIa[ 3
aJIOIIYPUHOJIOM, OKCUIIYPHUHOJIOM a0 TiOMypHHOJIOM, CJIif 3aCTOCOBYBATH TilbKu 25 %
Bif 3BMYaiHOl 03U 6-MePKaNTONYPUHY, OCKIIbKY IIi JTiIKapChKi 3aC00U 3HUXKYIOTh
IIBUAKICTh KaTabos1i3mMy 6-MepKanTonypuHy. OgHOYaCHOT 0 3aCTOCYBaHHS 3 iHIIMMU
iHribiTopaMu KCaHTUHOKCHUA3H, TaKUMHU K (peOyKcocTaT, CIiff yHUKaTH (OUB. PO3Oin
«B3aeMomis 3 iHmIMMH TiKapChbKUMHU 3acoO0aMu Ta iHIII BUOU B3AEMOMI»).

ITauienmu 3 degpiuumom TITMT
Y mailieHTiB 3 ycrmagKoBaHOIO Majiolo abo IMOBHICTIO BifCyTHbOIO aKTUBHICTIO

S-metuntpancdepasu (TTIMT) Bin3HaYaeThCA NiTBUINIEHUN PU3UK PO3BUTKY TAKKUX
TOKCHUYHUX IIPOSBIB JIIKyBaHHS 6-MepPKaNTOIIyPUHOM IIPU 3aCTOCYBaHHI MO0 Yy
3BUYAMHUX OO3ax, III0 3a3BHYal BUMarae CyTTEBOT0 3MEHIIIEHHS OO3U IIpenapary.
OnTtumanbHa ITI0YaTKOBA [03a OJIsi TOMO3UTOTHHUX MAIliEHTIB 3 HedilIuTOM IILOTO
(bepMeHTY He BCTaHOBIIEHA.

Binpmricte reTepo3uroTHux 3a gedinuroMm TTIMT nauieHTiB MOXKYTh HIEPEHOCUTH
PEKOMEHI0BaHi 403U 6-MepKanTOIIypUHY, ajie JesIKHUM IallieHTaM 1HOAl JOBOAUTBHCS
3MEHITyBaTU Oo3M (OuB. po3dinu «OcobIMBOCTI 3aCTOCYBaHHSI» Ta
«®apMaKOKiHETHUKAa»).

ITauienmu 3 sapianHmom NUDT15

[MTamieHTH 3 ycnagkoBaHOwO MyTallieio reHa NUDT15 mMarTh MigBUIlleHUN PU3UK
PO3BUTKY TSAXKKUX TOKCUYHUX ITPOSBIB IiKyBaHHSA 6-MEPKANTOILyPUHOM (OUB. PO3TiN
«Ocob6MBOCTI 3aCcTOCYBaHHs»). Taki maIfieHTH 3a3BU4Yay NoTpPeOyI0Th 3aCTOCyBaHHA
3HUKEHHUX J03, 0COOJIMBO 1€ CTOCYETHCSA TOMO3UTOTHUX MAIliEHTIB 3 BapiaHTOM
NUDT15 (guB. po3min «OcobmmBoOCTi 3acTocyBaHHsS»). [1o mo4YaTKy Teparil 6-
MEPKaIITONyPUHOM PEKOMEHOYETHCSA IPOBECTU T€HOTUIIOBE TECTYBaHHS BapiaHTIB
NUDTI15. ¥ 6yab-sikoMy pa3i HeoOXimHUM peTeIbHUM reMaToJIOTiYHUM MOHITOPUHT.

Iimu.

[IpemapaT 3aCTOCOBYIOTh Y HeflaTPUYHIN IPaKTULIL.

Ilepego3yBaHHA



Cumnmomu

[IITyHKOBO-KUIIIKOBI CUMIITOMHM, BKJIIOYAIOYM HYOOTY, OJI0OBaHHS, Iiapeio, a TaAaKOXK
aHOPEKCiio, MOXKYTh OyTH PaHHIMU O3HaAKaMU Ilepeno3yBaHHA. [[0OJTOBHUM TOKCUYHUM
e(eKkTOM € BIIMB Ha KiCTKOBUM MO30K, III0 IIPU3BOAUTDH A0 Mi€IOCYIIpecii.
l'emaTosioTivHa TOKCUYHICTh OiNbIll BUpPaXK€eHa NPHU XPOHIYHOMY epeno3yBaHHi, HiXk
TP OOHOPA30BOMY IIPUMOMIi BEIMKOI MO3M ITperapaTy. TaKoxX CIIOCTEPIiraroThCs
MopyuIeHHS (QYHKII HeYiHKM Ta HIJTyHKOBO-KHIIKOBOTO TPAaKTY.

Pu3uk nepenosyBaHHS HigBUIIYETHCS, SIKIIIO pa30M i3 6-MepKanTONypPUHOM
3aCTOCOBYIOTh aJIOIIyPUHOJ (OUB. PO3Oin «B3aeMofisa 3 iHIIMMU JTIKAPCHKUMHA
3aco0aMu Ta iHIIi BUOM B3AEMOMIIN»).

JIikysaHHA

OCKinTbKY aHTHUOOT [JIS IpernapaTy HEBIHOMUM, CIIif peTeJIbHO KOHTPOIIOBATHU
rmapaMeTpu KPOBi Ta IPOBOOUTHU BiANOBIAHY MiATPUMYBAJIbHY Tepallito, Ipu
HeOoOXimHOCTi - mepenuBaHHA KPOBi. AKTUBHI MeTOoOu (Taki K 3aCTOCyBaHHS
aKTUBOBAHOTO BYTiJ/Is) y pa3i nepemo3yBaHHS 6-MepKalTONYPUHY MOXKYTh OyTHU
epekTUBHUMU JTHIIIE B MexkKaxX 60 XBUIMH MiC/Is IIPUOMY IIpemapary.

ITomaseire jTiKkyBaHHS BUNIAQAKIB IIepeqo3yBaHHS Ma€ I'PYHTYBaTUCS Ha KIIIHIYHUX
IMOKa3aHHIX a00 peKoMeHIallisiX Aep2KaBHOT0 TOKCUKOJIOTiYHOT O IIEHTPY (3a
HAsIBHOCTI).

IToGiuni epexkTn

Ha cporopgHi 6pakye CydaCHUX KJTIHIYHUX JaHUX CTOCOBHO 6-MePKaITONyPUHY, SKi O
MOTJIM OyTH TiAT'PYHTSIM [OJI51 TOYHOTO BU3HAYEHHS YaCTOTU PO3BUTKY MOOIYHUX
edekTiB. KaTeropisa wactotu oiliHeHa [OJIsd BKa3aHUX HUXKYe MOOIYHUX peakIin, ms
OiNBIIIOCTI peakliiii pO3PaxyHOK YaCTOTH HeMOXKIUBUM. [To6iuHi eheKTU MOXKYTH
PO3PI3HSATUCS 3@ YaCTOTOIO 3aJIeKHO Bifl OTPMMAaHOI 03U, @ TaKOXK ITPU 3aCTOCyBaHHI
y KoMOiHalil 3 iHIIUMHU TiKapChbKUMM 3aco0aMHu.

T'onmoBHUM OOIYHUM e(heKTOM IMPH 3aCTOCYBAaHHI 6-MepPKaNTONYPUHY € CYIIPecis
KiCTKOBOT'O MO3KY, 1110 IPU3BOOUTH [0 JIEMKOIMEHil Ta TPOMOOIIUTOIEHil.

s knacudikalili 4aCTOTH PO3BUTKY IMOOIYHUX peakiliii 3aCTOCOBYIOTh TaKi yMOBHI
KaTeropii:

nyxe dacto (= 1/10);
yacTo (Big = 1/100 mo < 1/10);

HedacTo (Bim = 1/1000 mo < 1/100);



pimko (Bim = 1/10 000 mo < 1/1000);

nyxe pigko (< 1/10 000);

HeBimoMO (He MOKHa OLIIHUTHU YacCTOTy 3a HagBHUMHU OTaHUMM).

cucremu

Cuctema opraniamy |(Hacrtora |[Tob6iuHi edhexkTu
) BakTepianbHi Ta BipycHi iHdeKIIil; iHpeKIi],
IHdekKIIil Ta iHBa3il HeugacTto , ] . .
MOB’sI3aHi 3 HEUTPOIEHIEIO
BTopuHHI 1eiK03 Ta Miejogucnnasisa (QuB. po3min
«OCcoOIUBOCTI 3aCTOCYBaHHS»); MEeYiHKOBO-
cene3inkoBa T-KJiTuHHA MiMdoMa y Malli€HTiB i3
Hyxe 3arajJbHUMU 3aXBOPHOBaHHAMU KULIeYHUKY (33K)
pioko (He3aTBepOXKeHe MMOKa3aHHA) IPU 3aCTOCYBaHHI y
HosoyTBOpeHHs KoMOiHalil 3 mpemapaTaMu OIpoTu GaKTopa
noGpOsKiCHi, Hekpo3y nyxiauru (OHII) (mus. po3min
3JI05IKICHI Ta «OCOGIMBOCTI 3aCTOCYBAHHSI»)
HEYTOYHEHI (B TOMY
YUCIIi KiCTH Ta
oimm) HoBoyTBOpEHHSI, BKIII0OYAIOUHU
niMmponpomidhepaTuBHi po3naau, pak IIKipu
pi (MenaHOMHUY Ta HEMEJIaHOMHUM), CAapKOMHU
HHKO (Kamorri Ta iHIII BUOY CapKOM) Ta pak IMHKWKHU
MaTKH in situ (ouB. po3min «OcoOIuBOCTI
3aCTOCyBaHHSI»)
Hyxe Cynpecis KiCTKOBOTO MO3KY; JIEUKOIEHis Ta
3 60Ky KpoBi Ta 4acTo TPOMOOIIUTOIIEHis
nmiMpaTUYHOI CUCTEMU
Yacto AHeMist
. " Peakiril rinep4yyTAMBOCTi 3 TaKUMHU ITPOSIBaMHU, SIK
3 OOKy iMyHHOI ) . . .
Pigko apTpairis, MIKipHUYW BUCHUI, MEAUKaMeHTO3Ha

JINXOMaHKa




Iyxe

Peakiril rinnep4yyTIWBOCTI 3 TAaKUMU IPOSIBaMHU, SIK

pigko HaOpsK o0muy4s
3 60Ky TpaBHOIL - HynoTa; OmtoBaHHS; MTaHKPEaTUT y mallieHTiB i3 33K
acTo
CUCTEMHU ( He3aTBepOXKEHe ITOKa3aHHSs)
pi Bupasku y poTOBil IOPOXKHUHI; MTaHKpPeaTUT (Ipu
ioKo
3apeECTPOBAHUX ITOKA3aHHSIX)
Nyxe
_ YTBOpEHHS BUPA30K y KUIIEYHUKY
pigko
3 OOKy
remnaTtoOimiapHoil Yacto 3acTiu )KOBUi; rermaTOTOKCUYHICTh
CHUCTEMU
Pigoko Hekpo3 1e4iHKOBUX KIIITUH
3 oKy WKipH Ta Pigxo Anonenisa
MiAIIKipHO1
KINTKOBHHH Hesigomo |POTOYYTIHUBICTE
3 oKy 06MiHY HeuacTto |AHOpeKcCis
PEeYOBUH i
Xap4yBaHHA Hesimomo [Tinormikemis#
3 OoKy
PEenpPoOnyKTUBHOI yxe i i
_ TpaH3uUTOpPHA OJIirocrepmis
CHUCTEMH Ta MOJIOYHUX [PiOKO
3aj103
#Y piten.

Onuc okpemux nobiyHuUX peakuitl




IMTopyieHHSA 3 00Ky renatodijliapHol CUCTEMH

O6-MepKaIlTONYPUH IreIaTOTOKCUYHUU SK [JI TBAPHH, Tak i OJid JIIoneu. 3a
TiCTOJIOTIYHUMU OAaHUMMU Y JIIOJeU CIIOCTepIirajancs HeKpo3 IIe4YiHKOBUX KIIITUH Ta
OimiapHu# cTas.

Bunapnku renaTOTOKCUYHOCTI 3HAYHO PI3HATHCA 1 MOXKYTh PO3BUBATUCS IIPU
3aCTOCyBaHHi Oyab-IKOI MO3H, ajie YacTillle BOHY BUHUKAIOTh IIPU IIEPEBUIIIEHH]
PEKOMEHA0BaHUX 03 2,5 MI/KT MacH Tina, abo 75 Mr/M2 IIOBEPXHI TiNla, Ha OEHb.

CrnocTepexkeHHS 3a NOKa3HUKaMU IeYiHKOBOl (PyHKITi1 fa€e 3MOTy BUSIBUTU TOKCUYHUU
BILJIMB ITpenapaTy Ha paHHiX cTamisx. PiBHi ramma-rinytamintpancdepasu (I'TT) y
I1JIa3Mi KPOBi € HalOiIbIIl BaXKJIMBUM ITPOTHOCTUYHUM (HaKTOPOM MJIsi BimMiHU
npenapaTy BHACJiLOK renaTOTOKCUYHOCTI. IIpu cBO€YaCHOMY NPUNIMHEHHI TPUUOMY G-
MEPKaITONyPUHY SIBUIIlA TeaTOTOKCUYHOCTiI € 000POTHUMH, ajie iCHYIOTh
IIOBIJOMJIEHHS IIPO JieTaJlbHE YIIKOOXKEHHS [IeYiHKU.

IToBigOMIEHHS IIPO HigO3PIOBaHi NOOiYHI peakiril

IMToBigoMIeHHS IIPO Mimo3pIroBaHi IMOOIUHI peakiril micias peecTpaliii JTiKapCchKOTro
3aco0y € BaxXIuBUM. Lle mae 3MOTy IPOOOBXKYBaTH KOHTPOJIb 3a CIIiBBiHHOIIEHHAM
KOPHUCTH/PU3UK 3aCTOCYBaHHS JIiIKapChKOTO 3aco0y. Mean4YHUX IPalliBHUKIB IIPOCATH
MMOBiIOMJISITH ITPO Oyab-sKi mimo3pioBaHi Mo6iuHI peakIlii yepe3 HalliOHAJIbHY CUCTEMY
apmakoHarnsagy.

VYMmoBHu 30epiranHs

30epiraTty B OpuriHa/JIbHIN YIIAKOBIII IIPU TeMIlepaTypi He Buie 25 °C B HeAOCTYIIHOMY
OJIs1 OiTey MicLi.

VYnakoBka

ITo 25 TabneTok y ¢makoHi, mo 1 ¢pnakoHy B KapTOHHIN KOPOOIIi.
KaTeropis Bignycky

3a pelLenTom.

BupoOHUK

Excemnmna I'm6X i Ko. KT'.

AcneH Ban-Onsnoecio I'm6X.



