[HCTPYKIIIA

IJIs1 METUIHOT 0 3aCTOCYBAaHHSI JTIKaPCHKOT0 3aC00y

IIYPU-HETOJI™

(PURI-NETHOL™)

Cknao:
ditoua pevosuHa: 6-mercaptopurine;
1 TabneTKa MiCTUTDL 6-MepKanTonypury 50 MrT;

0ONoMIidiICHI peyo8uHU: TaKTO3W MOHOTIZPAT, KPOXMallb KYKYPYA3SHUM, KPOXMallb KyKYPYA3SHUM
MonudikoBaHUM, MarHilo cTeapaT, KUCIO0Ta CTeapUHOBA.

Jlikapcbka ¢popma. TabneTku.

OcHosHi (¢i3uko-xiMiyHi 81acmusocmi: KpyTili, ABOONYKJIi TabneTKu 611ig0-2K0BTOT'0 KOJIbOPY, 3
omHOTO OOKY 3 PO3IOAiIbY0I0 PUCKOIO Ta rpaBifoBaHHSIM «PT» Hag Heto Ta «50» mif Heto, 3 iHIIOTOo
00Ky riagxi.

dapMaKoTepaneBTHYHA rpyna. AHTUHEOIJIaCTUYHI 3acobu. AHTUMeTabomiTu. CTPYyKTypHi
a"asnoru nypuny. MepkanrtonypuHs. Kog ATX LO1B B02.

Papmakono2iuHi e1acmusocmi.
dapmakoOuHamika.
MexaHi3m 0ii

6-MepKanTonypuH - e CynbGrifpuIbHIE aHAIOT TYPUHOBOI OCHOBHY TilTOKCAHTURHY. [li€ K
IIUTOTOKCUYHUYN aHTUMEeTaboJTiT.

6-MepKaINTONyPHH - I1e HeaKTUBHI [IPOJIiKY, AKi Oi0Th K aHTAroHICT IypPHUHY, ajie OJid IPOsSBY
IIUTOTOKCHYHOCTI MOTPe6yI0Th MOTJIMHAHHS KJTiTHHAMU Ta BHYTPILIHBOK/TITUHHOTO aHa001i3My 10
HykneotuniB Tioryadiny (HTT). HTT Ta inmi metabomiTi (Hanpukiag puOOHYKIE0TUIN
6-MeTUIMePKanTONypPUHY) IOPYIIYIOTh CUHTE3 yPUHY de NoVOo Ta B3a€EMONEPETBOPEHHS TyPUHOBUX
HykeoTuniB. HTT Takox BOYIOBYIOThCSI V HYKJIE€IHOBI KMCIIOTH, III0 Bifirpa€e CBOIO POb Y
IIUTOTOKCUYHUX edeKTax TiKapchKoro 3aco0y.

LIuToTOKCHYHUI e(eKT 6-MepKaNTOMypuHy MoxKe OyTH IIOB’sI3aHUY 3 PiBHEM MOXigHUX
6-MepKaNnTONypuHy HYKJIEOTUAIB TiOTyaHiHY B €PUTPOLIMTAX, ajie He 3 KOHI[EeHTPAIlEI0



6-MepKaINTONypPUHYy Y IIJla3Mi KPOBI.
dapmakoKiHemuxka.
BcmoxmyeaHHA

BiomocTynHICTE 6-MepPKaNTONYPUHY IIPY IIePOpaIbHOMY IPUKUOMI AyXKe PI3HUTHCA YV PI3HUX JIIOEH.
ITicna mpuitoMy Ipenapary y f03i 75 Mr/M” HOBEpXHi Tila y ceMu AiTei 6i0M0CTyIHICTL Ipenapary
CTaHOBUJIa B cepeiHbOMY 16 % MpuitHATOI H03H (IIPU KOMUBAHHAX ¥ Mexkax Bifl 5 % mo 37 %).
KonuBaHHS 61000CTYyITHOCTI, MOKJIMBO, IIOSICHIOIOTHCSI MeTa00J1i3MOM 3HAUHOI YaCTUHU 6-
MEPKANTONYPUHY TIif] Yac MepefCuCTEMHOT0 MeTaboIi3My y meyiHIIi.

ITics mepopanbHOro BBefeHHs 6-MepKaIToNypyHy Y §03i 75 Mr/M° moBepxHi Tina y 14 mitei 3
roctpuM niM$pobracTHUM JIEUKO30M cepefHiit moka3nuk C,,, craHoBus 0,89 pM (miamason 0,29-1,82
pM), a nokas3uuk T,,, - 2,2 rogunu (miamas3oH Big 0,5 0o 4 roguH).

CepepnHs BigHOCHa 6i0M0CTYIHICTh 6-MepKanTONypuHy Oysa npubnau3Ho Ha 26 % HUKYOIO0 Micis
IPUMOMY 3 13K€el0 Ta MOJIOKOM ITOPiBHSIHO i3 BBEIEHHSM ITiCIISI TONIOOYBaHHS IPOTSATOM HOYi. 6-
MEPKANTONYyPUH HecTabiIbHUM Y MOJIOLi Yepe3 HasIBHICTh KCAHTUHOKCUAA3M (po3naj

30 % npotsirom 30 xBunuH) (OuB. po3ain «Crocib 3acTOCyBaHHS Ta [03U»).

Po3noodin

KoHueHTpatii 6-MepKanTonypruHy y CIMHHOMO3KOBi# piguHi (CMP) micnst BHyTPillTHLOBEHHOTO ab0
TIepOPajIbHOTO BBEIEHHST € HU3bKUMU a00 B3araji He3HayHuUMH (cmiBBigHOmeHHST CMP: mia3Ma KpoBi
ctaHoBuUTH Bif 0,05 go 0,27). KornenTpauii y CMP micisg iHTpaTeKanbHOTO BBEOEHHS BUSBIISIOTHCS
BULIAMH.

biompaHcgpopmauis

6-MepKaNTONypUH iIHTEHCUBHO MeTa00JIi3yeThCsl B aKTUBHI Ta HEAKTHBHI MeTaboJIiTH 3a y4acTio
KilbKOX 6araTocTyneHeBUx MIAxiB. Yepes cKIagHui MeTab011i3M 0710KyBaHHS OJHOTO OKPEMOT'0
bepMeHTy He MOXKe TOSCHUTH yCi BUIagKKM HENOCTAaTHLOI e(heKTUBHOCTI JIiKyBaHHS Ta/ab0 BUpaxKkeHol
Mmienocymnpecii. [loMiHytounMu hepMeHTaMH, SIKi BiTIOBifa0Th 3a MeTab01i3M 6-MepKanTOnypuHy
abo 1oro MeTa0oIiTiB, €: MOMIMOPGHUY PEePMEHT TiOMypUH

S-metuntpancoepasa (TTIMT), kcaHTUHOKCUAA3a, iIHO3UHMOHOOCchaTaerinporeHasa (IMOT) i
rinokcanTuHryaHindochopubosuntpanchepasa (F'®PT). [lonaTkoBo y popMyBaHHI aKTUBHUX i
HEeaKTUBHUX MeTa0oJIiTiB 0epyTh y4acTh TakKi pepMeHTH: TyaHO3uHMOHO(pochaTcrHTeTasa (IMOC,
ska ytBopioe HTT') Ta iHo3unTpudocharmipopocdarasa (ITI1aza). Kpim Toro, iHImMMUME MIIIXaMi
YTBOPIOETHC ITle 6araTo iHMIKWX HeaKTHBHUX MeTaboIiTiB.

[TeBHi maHi cBifYaTh, 110 MOTIMOP(I3MH ¥ reHaX, AKi KOOYIOTh CUCTEMU Pi3HUX (PepMeHTiB, 1110 6epyTh
y4acTb y MeTabo011i3Mi 6-MepKanTONyprHy, MOXKYTh CIPUSTH PO3BUTKY HeOakaHUX peaklliil Ha
nikyBaHHS 6-MepkanTonypuHoM. Hampukiap, B oci6 3 gedinurom TIIMT po3BuBaOThCS AykKe BUCOKI
IIUTOTOKCHYHI KOHIIEHTPAIlil HYyKJIEOTUAIB TioTyaHiHY (quB. po3ain «OcoO6nIUBOCTI 3aCTOCYBaHHT»).

Eniminauis

Y mocnigzkeHHi 3a y4acTio 22 DOPOCTUX MallieHTiB 010 BUSBIIEHO, 1110 CePenHil KITipeHc
6-MepKaNTONypUHY Ta IIepiof HaliBpo3namy Mic/isg BHYTPIIIHEOBEHHOI iH(Y3il CTAHOBUTH

864 mn/xB/M° Ta 0,9 roguHY BifnoBigHO. CepenHiil HUPKOBUIL KIipeHC V 16 i3 IUX HallieHTiB CTaHOBUB
191 mn/xs/M°. Tlicnsa BHYTPIIIHBOBEHHOTO BBe[eHHS nue 6113bK0 20 % OTPUMaHOI 03U BUBOJUIIOCS
i3 ceyero y He3MiHeHOMY BUTJISAML. Y AOCHiAXKeHH] ¥ 7 OiTel cepenHiu KIipeHC 6-MepKaIlTONypPuHy Ta



nepion HamliBpo3MaAy Iicis BHYTPIIITHEOBEHHOI iHPY3il ctanoBuB 719 (£610) mt/x/M” ta 0,9 (£0,3)
TOOMHY BiIIIOBiMHO.

Oco06auBi TPy MAITIEHTIB

ITayieHmu AiMHbO20 BIKY

CrnenianbHi JOCTIIXKEHHS 3aCTOCYBaHHSA 6-MepPKaNTONYPUHY MallieHTaM JIiTHBOI'O BiKy He IIPOBOLUIIN
(ouB. po3min «Crocib 3acTocyBaHHS Ta HO3U»).

ITopyweHHA pYHKUiT HUPOK

HocmigeHHs MPOJIiKiB 6-MepKanTONypUHY He BUSBUIM Pi3HULI y hapMaKOKiHETHII
6-MepKaINTONypPHUHY Y Mal[iEHTIB 3 YpeMi€lo MOPIBHSAHO 3 MallieHTaMy 3 TPAHCIIJIaAHTOBAHOI0 HUPKOIO.
OCKinbKY IIPO aKTUBHI MeTab0IiTH 6-MepKaNTONypUHY IIPU NOpYyIIeHHi QYHKIIil HUPOK BijoMoO
He0araTo, peKOMeHJ0BaHO IPU3HayaTy 3MEHIIEeH] [031 6-MepKaNTONypHUHY NallieHTaM 3
TIOPYILIEHHAME QYHKIII HUPOK (OuB. po3min «Crocid 3aCTOCyBaHHS Ta I03U»).

6-MepKaInTomypuH Ta/abo 1oro MeTaboIiTH BUBOASTHCS IIifl Yac reMofianidy: mpudnusuo 45 %
PamioaKTUBHUX MeTabO0IIiTiB BUBOOSATHCS IIPOTITOM 8 TOOUH ITif 9ac miasmisy.

IMopyweHHA pyHKUII neviHKu

[IpoBemeHo HOCTiAXKEHHS MIPOJIiKiB 6-MepKalTONyPUHY ¥ TPhOX IpyIax IallieHTiB 3
TPaAHCIJIaHTOBAHOI0 HUPKOIO: 6€3 3aXBOPIOBaHb MEYiHKM, 3 MOPYLIEHHIM QyHKIii meyinku (ane 6e3
IIMPO3Y) Ta 3 NOPYIIEHHAM QYHKIII MeYiHKY i upo30oM. [JocrigkKeHHsS IPOAEMOHCTPYBAo, 110
€KCITO3UIIisl 6-MepKanTonypuHy Oya B 1,6 pa3a BHUIIOIO Y MAI[iEHTIB 3 MOPYIIeHHIM GYHKII Ne4iHKA
(ane 6e3 nupo3dy) i B 10 pasiB BUIIOIO y MallieHTIB 3 MOpYyIIeHHAM GYHKII IeYiHKY i ITPO30M
TIOPiBHSHO 3 TallieHTaMu 0e3 3aXBOpIOBaHb NeUiHKHU (IUB. po3ain «Crocid 3acToCcyBaHHS Ta [03W»).

KniniuHi xapakKTepuCTHKH.

Iloka3aHHA.

JIiKyBaHHS rOCTPOTO JIEUKO3Y Y HOPOCIIUX, MiJIiTKiB Ta AiTeu Mpu:
- roctpomy niMmpobractHOMy nerko3i (I'J1JT);

- TOCTpoMy IipoMienouutapHoMy nenko3si (I'TIJI)/roctpoMy MienoigaoMy neriko3i M3 (I'MJI M3).

IIpomunokKa3aHHsi.

linepuyyTnuUBICTh N0 aKTUBHOI pe4oBHHU ab0 OyIb-IKOTO 3 KOMIIOHEHTIB ITpernapary.

3BaXkKalYu Ha CEPHO3HICTh ITOKa3aHb, IHIMKUX a0COMIOTHUX IPOTUIIOKA3aHb HEMAE.

B3aemodisn 3 inwumu snikapcoKumu 3acobamu ma iHwi eudu é3aemodili.



He pekoMeHOyETHCS MPOBOOUTH BaKIIMHAIIIIO JKUBUMH BaKIIMHAMU iMyHOCKOMIIPOMETOBAaHUM
natieHTaM (OuB. po3min «OcobIUBOCTI 3aCTOCYBAHHSI»).

3acTocyBaHHS 6-MePKaINTONYPHHY 3 12K€l0 MOXKe [Ielll0 3HMUKYBAaTU MOT0 CUCTEMHY €KCIIO3UIIi0. 6-
MEPKANTONYPUH MOXKHA IIPUNUMATH 3 1keto abo HaTile, OOHAK MaIliEHT IIOBUHEH CTaHIapTU3yBaTU
CBiff MeTO IPUHOMY IJIs 3armo0iraHHs 3HAaYHOMY KOJIMBAHHIO eKcro3utii. [Ipemapar He ciif
IpUHRMaTH 3 MOJIOKOM a00 MOJIOUHUMU IIPOAYKTaMH, OCKiTbKY BOHU MiCTSITh KCAaHTUHOKCH[IA3Y,
bepMeHT, KUl MeTab0Ii3ye 6-MepKaINTOMyPHH, i 1ile MOXKe IIPU3BECTH [0 3HUKEHHS KOHIIeHTpallil
MEePKAITONYPUHY Y IIJIa3Mi KPOBI.

Eexm 8i0 3acmocysaHHs CynymHix AikapcvKux 3acobis Ha 0it0 6-MepKanmonypuHy
PubasipuH

PubaBipuH inrioye hepmenT ino3uaMoHodochaTmerimporenasy (IM®T), 1m0 TpU3BOOUTD OO
3MEHIIeHHSI BUPOOHUIITBA aKTUBHUX HYKJIEOTHMIB 6-TioryaHiny. IT0BifoMIsSI0CS IIPO PO3BUTOK
TS2KKOI Mienocynpecil Ha (OHi CyyTHROT'0 3aCTOCYBaHHS IIPOJIiKiB 6-MepKaNTOyPUHY Ta
pubaBipuHy; 3 OTJISINy Ha Iie CyIyTHE 3aCTOCYyBaHHS pulaBipuHy Ta 6-MepKaNTONypUHY He
peKoMeHayeThCs (auB. po3ninu «OcobnuBOCTI 3acTOCyBaHHA» Ta «DapMaKOKiHETUKAY).

MienocynpecusHi npenapamu

Crnip 3 06epeXHiCTIO 3aCTOCOBYBaTH KOMOiHAIliI0 6-MepPKANTONyPUHY 3 iHIIUMY Mi€I0CyIPeCHBHUMUI
npernapaTaMy; 3a pe3yjabTaTaMyu reMaTOJI0TiYHOTr0 MOHITOPUHTY IPUUMAIOTh PillleHHS IIPO
IOILIIBHICTE 3MEHIIIEHHS 03 MpenapaTy (IuB. po3min «OcobIUBOCTI 3aCTOCYBAHHSI»).

A/10nypuHO/0KCUNYPUHO.A/MiIONYPUHOA Ma iHWI iH2iGimopu KcaHMuHoKcudasu

AmnonypuHOJI, OKCUILYPHHOI i TionyprHOM 6JI0KYIOTh aKTUBHICTh KCAHTUHOKCHUIAa3H, 1110 TPU3BOTUTD
10 TIPUTHIYEHHS IIPOIECY ITepPeTBOPEHHS 6i0IOTiYHO aKTUBHOI 6-Ti0iHO3MHOBOI KUCTIOTH Y GionoriuHo
HeaKTUBHY 06-Tioce4oBy KUCOTY. [Ipy 0fHOYACHOMY 3aCTOCYBaHHI 3 aJlOMyPUHOIOM, OKCUIIYPUHOIOM
Ta/ab0 TiOMyPUHOJIOM CJIifi 3aCTOCOBYBATH TiNIbKU 25 % Bif 3BMYalHOI 7031 6-MEPKAINTONYPHUHY (OUB.
po3min «Croci6 3acTocyBaHHS Ta HO3U»).

[Hmri inri6iTopu KCaHTHHOKCHUAA3H, HAapukiay GebykcocTaT, MOXKYTh 3aTpUMyBaTH MeTaboi3M 6-
MepKanTonypuHy. He peKoMeHOy€eThCS CyIyTHE 3aCTOCYBaHHS IMX IIpenaparTiB, OCKIIbKU
HaKONIMYEHO HeJOCTAaTHbO JaHUX [JId BCTAHOBJIEHHS afleKBAaTHOT0 PEXKUMY 3MEHIIIeHHS 103U
6-MepKanTOnypUHY.

AMiHocaaiyuaamu

OTpuMaHo in vitro Ta in vivo gaHi, AKi I0Ka3yl0Th, 110 IOXigHI aMiHOCaliIuIaTiB (HalpyuKiazn
oJicaja3uH, Mecaja3uH abo cynbdacana3uH) IpurHiuyoTs GepmeHT TIIMT, dyepes 1ie npu
OIHOYaCHOMY 3aCTOCYBaHHI 3 MOXiIHUMU aMiHOCAIINUIATIB OOLIIBHO PO3TJIAHYTYA IUTAHHS IIPO
3MEHIIeHHS 003U 6-MepKanTonypuHy (AuB. po3min «Oco6IMBOCTI 3aCTOCYBAHHS»).

Memompexcam

MeToTpekcar y f03i 20 Mr/M” mepopanbHO IpU3BOAUB 10 30inbmenHs AUC 6-MepKanTONypUHY
npu6nu3Ho Ha 31 %, Tofi 9K 703K 2 a6o 5 r/M° BHYTPIIIHLOBEHHO 36imbmyBamy AUC
6-MepkanTonypuHry Ha 69 i 93 % BignoBigHO. 3 OTNIANY Ha Lie, AKILO 6-MepPKaIlTONYPUH BBOOATH
OOHOYACHO 3 BUCOKUMHU [I03aMU METOTPeKcaTy, 03y IpenapaTy HeoOxigHO CKOpUTYyBaTH, 11100
MiATPUMyBaTA HOPMaJIbHUY [TIOKa3HUK JIEMKOLUTIB ¥ KPOBI.



IH(paixcumab

CnocTepiranacsi B3aEMOfIis MiK a3aTiONPUHOM, IIPOJIiKaMU 6-MepKanTONypuHy, Ta iHprikcumadboM. Y
Malli€HTIB, SKi OTPUMYIOTh a3aTiONPUH NPOTATOM TPUBAJIOTO Yacy, CIOCTepirasocs TUM4YacoBe
nigBuineHHs piBHIB 6-TT'H (6-TioryaHiHOBUI HYKJIEOTH[I, aKTUBHUIN MeTabO0IIT a3aTionpuHy) Ta
3HUKEHHS CepegHbOI KiTbKOCTi JTIEMKOIUTIB y mepili THXKHI nicns indysil indnikcumalby. [loka3HUKN
BiTHOBITIOBAJIKCS [0 MOIEPEeOHbOT0 PiBHA Yyepe3 3 MiCHIIi.

Bnaue 6-mepkanmonypuHy Ha iHWi AikapcbKi 3acobu
AHmukoazyaaHmu

[ToBimoMISANIOCS IPO IPUTHIYEHHS aHTUKOATYISHTHOTO e(eKTy BaphapuHy Ta alleHOKyMapoJy Ipu
CYIIyTHHOMY 3aCTOCYBaHHIi i3 6-MepKanTOnypuHOM, Yepe3 110 MOXKYTh 6yTu moTpiOHi Ginbir BHCOKI
MO3U aHTUKOATYISHTY. PEKOMEHOYETHCS PETEIBHO BiICTeXKYBaTH KOATYIAIiMHI Tpo0u mpu
OIHOYACHOMY 3aCTOCYBaHHI aHTUKOATYJIHTIB Ta 6-MepPKaITOYPUHY.

Oco06.1ueocmi 3acmocyeaHHsi.

6-MepKkanmonypuH - e dKkmueHul yumocmamuyHul npenapam, momy 1020 MOXCHA
3acmocoaysamu minbKu nid KOHMpoaem aAikaps, AKull Mae 0oceid Npu3HaAYeHHsA makux 3acobia.

[Tpu imyHi3amil KUBMMHU BaKIIMHAMHU y TALi€HTIB 3 iMyHOOepiUTOM MOXKe PO3BUHYTHUCS iHEKid. 3
OTJISINY Ha lle He peKOMEHYETHCS TPOBOAUTH iMYyHi3allilo XKMBUMHY BaKImHaMu manientam 3 ['JIJI a6o
I'MJI. V 6ygb-IKOMY BUIIAOKY IalliEeHTaM y CTafil peMicil BBOOUTH XKUBi BaKIIMHU JO3BOJISETLCS HE
paHillle, HiXK KOJIX [TAllieHT BBAXKa€ThCA 3JaTHUM pearyBaTd Ha BaKI[MHallil0. [HTepBal Mix
3aKiHYeHHSM XiMioTeparii Ta BiTHOBJIEHHSIM 3MaTHOCTI IMalliEHTa BiOIOBigaTH Ha BBEeHHS BaKIMH
3aJIeXKUTh Bifl iIHTEHCUBHOCTI Ta BUAY JIiIKapPChKUX 3aC00iB, 1[0 CIPUYNHUIN iIMyHOCYTIPECIIo,
OCHOBHOT'0 3aXBOPIOBaHHA Ta iHIINX (HaKTOPiB.

He pekoMeHOy€eThCS OOHOYACHO 3aCTOCOBYBaTH pubaBipuH i 6-MepKanTonypuH. PubaBipuH Moxke
3MeHIyBaTHd e()eKTUBHICTS i MiACUTIOBaTU TOKCUYHI ITPOSBU 6-MEPKANTONYPHUHY (IUB. PO3MiN
«B3aeMopmis 3 iHIIMMH JTiKapChbKUMHK 3aC00aMM Ta iHIII BUOM B3aEMOIii»).

Be3neuHe nosoddceHHA 3 mabiemkamu 6-mepKanmonypuHy

[Tpu moBoAXKeHHi 3 TabneTKaMu 6-MePKaNTONYPHUHY PEKOMEHAYEThCS NOTPUMYBATUCS YUHHUX
MicCIIeBMX PeKOMeHpallii Ta/abo mpaBuI MO0 MMOBOMXKEHHS Ta YTUIi3allii IUTOTOKCUYHUX
Ipernaparis.

Ymuanizauyis

Bynp-siKuit HeBUKOPUCTAHUM JTiKapChKUi 3aci6 abo Bimxomu CITif yTuIi3yBaTH BifIIOBIIHO HO MiCIIeBUX
BHIMOT.

MoHnimopuHe

OcKinbku 6-mepKkanmonypuH YuHUMb CU/IbHY Mi€aocynpecusHy 0ito, nid yac iHOyKuii pemicii
HeobxiOHO W,00HA BUKOHYB8AMU PO320pHYMUll aHai3 Kpoei. ITi0 uac aikyeaHHs nompibHO pemebHO
cnocmepizamu 3a NAUiEHMOM.



Cympecisa KiCTKOBOT'O MO3KY

JIikyBaHHS 6-MepKanTONYPUHOM CIPUUYUHSE CYyIIPECiI0 KICTKOBOTO MO3KY Ta IPU3BOAUTH 1O
JeMKOIeHii, TpoMOOLMTONEHI], pifine - no aHemil. ITig yac iHmyKIIil pemicii HeoOXigHO YacTo
BUKOHYBaTH PO3TOPHYTUY aHamli3 KpoBi. [IpoTaroM migTpuMyBasIbHOI Tepallil reMaTOoIoriuHi
TIOKAa3HUKH, Y TOMY YHUCJIi TPOMOOIMTH, HEOOXigHO BilCTeKyBaTH PETYISPHO i poOUTH Iie YacTiie,
SIKIII0 3aCTOCOBYIOTh BHCOKi 031 a00 HasIBHi TSXKKi 3aXBOPIOBaHHS HUPOK Ta/ab0 MeviHKM.

[TocuneHuny reMaTOJIOTIYHN MOHITOPUHT PEKOMEHAYETHCS MIPU 3MiHi Pi3HUX JIiIKapChKUX HopM
MEepPKaITONyPUHY.

KinbkicTh eMKOIUTIB Ta TPOMOOLIMTIB MPOMOBKYE 3HUKYBATUCS 1 IMiC/IS MPUNTUHEHHS JTiKyBaHHS,
TOMY IIPH IIE€PIINX K€ 03HaKaX HafIMipHOTO 3MeHIIeHHs KiJTbKOCTi JIeHKOIUTiB a0 TPOMOOIIUTIB
JIIKYBaHHS CJIi[l HeraiiHO IPUIIMHUTH.

[Tpu cBO€YacHiii BifMiHi 6-MepKaNTONyPUHY CYIPecis KiCTKOBOTO MO3Ky 000pOTHa.

[Tig vac iHAyKIii pemicil mpu rocTpoMy MieTOTeHHOMY JIeHMKO3i citif 3a0e3meYnTy MOXKIIUBICTh
YacToro NMpOBefeHHS BiIIOBiAHOI MiATPUMYBa/IbHOI Tepallil Ha Iepiof MOXKJIMBOTO PO3BUTKY ariasii
KiCTKOBOTO MO3KY, TI0OB’SI3aH0i1 3 JIiIKyBaHHSIM, Ta BaXKJIMBO MaTH BiATOBigHe 00/lafHaHHS.

o3y 6-MepKanTonypuHy Moxe OyTu HeOOXiqHUM 3MEHIIUTH IIPU OOHOYAaCHOMY IIpH3HaYeHHi
Ipernaparis, y SIKUX ITepBUHHA a00 BTOPUHHA TOKCUYHICTh MIPOSIBIISIETHCS Y BUTTISAAL Mi€nocynpecil
(muB. po3min «B3aeMogmis 3 iHIMMMY JTiKapChbKUMHU 3aco0aMM Ta iHII BUAM B3aEMOii»).

['enaTOTOKCUYHICTh

6-MepKaNnToNypuH IenaTOTOKCUYHNM, TOMY HeOOXiIHO KOKHOT0 TUXKHS IPOTSATOM JIiKyBaHHS
KOHTPOJTIOBATH NTOKa3HUKYU (yHKII medinku. PiBHi ramMa-rinytamintpancdepasu (I'TT) y nna3mi
KPOBi € HalbinbIll BaXKJIMBUM ITPOTHOCTUYHUM (DAaKTOPOM A7 BiIMiHM IpemapaTty BHACTIIOK
relaToTOKCUYHOCTI. Y MalieHTiB 3 iCHYI0YMMH 3aXBOPIOBAaHHSIMY MEeYiHKU a00 XBOpUX, SKi
OTPUMYIOTH IHIII MOTEHI[IMHO reraTOTOKCUYHI ITpernapaT, PEKOMEHAYEThCS IPOBOOUTH LU
KOHTPOJIb YacrTimre. ITamieHTiB He0OXiTHO IMOIepeauTH PO HeoOXimHICTh HeralHOI BiTMiHN 6-
MEePKAITONYPUHY Yy pa3l I0SBYU KOBTAHULI].

CHHIPOM JIi3WCy OYXIUHU

[Tig gac inpyKiii pemicii, Konu BinOyBa€eThCS IMBUAKUMN JTi3UC KITITHH, HEOOXiTHO KOHTPOJIOBATH
piBeHb CEYOBOI KMCJIOTH ¥ KPOBi Ta cedi, OCKiIbKY icHye Hebe3neKa pO3BUTKY TimepypukeMii Ta/abo
rinepypuko3ypil 3 pU3NKOM PO3BUTKY CEUOKHCII01 HedpomnarTil.

Hediuut TIIMT

Y meskux nmogen CIoCTepiraeTbCa BPOAXKEeHUU OediuT GepMeHTy TionypuHMETUITPaHChepa3u
(TTIMT). LIi mamieHT! MOXKYTb BUSIBIATHCS Hal3BU4YaWHO YYTIUBUMHU [I0 Mi€TIOCYIIPECHBHOI Ail 6-
MePKaNTONyPHHY, BHACTIOOK YO0 Y HUX QyKe IIBUAKO PO3BUBAETHCS CYIIPECis KICTKOBOTO MO3KY
iC/Isl MOYaTKYy JIiKyBaHHS 6-MepKanTomypuHoM. LIs mpobieMa Moxe e 6ibllle YCKIagHIOBATHACS B
pasi OmHOYaCHOTr0 IpU3HAaYeHH IpenapariB, AKi IPUTHIYYIOTh TIOMypUHMETUNITPpaHCchepasy, TaKux
SIK OoJIcajia3uH, Mecana3uH abo cynbdacanas3ud. KpiM Toro, moBigoMisiaocs mpo MOXKIIUBHUHM 3B’ 30K
MiX 3MeHIIeH010 akTuBHicTI0O TIIMT i po3BUTKOM BTOPHHHUX JIEMKO3iB i MielofiKcIIIa3il y maiieHTis,
SIKi OTPUMYyBaIH 6-MepKaNnToIypuH y KoMOiHaMii 3 iHMUMYU IUTOTOKCUYHUMY IIperiapaTaMu (OuB.
po3nin «ITo6iuni peakirii»). [Ipubmusno 0,3 % (1:300) marrienTiB Ma0Th c1abKy abo BigCyTHIO
aKTHUBHICTH 1boro pepmenTy. [Tpubau3no 10 % mamieHTiB MalOTh HU3bKY a0 TPOMiXKHY aKTUBHICTh



TIIMT Ta 90 % MatoTs HopManbHy akTuBHICTE TIIMT. Takoxk iCHy€ I'pylla, [0 CTAHOBUTD OIU3BKO 2
%, sika Ma€ BUCOKY akTuBHiCTb TIIMT. V neskux mabopaTopisix TPOBOASThH aHaJli3 Ha BUSBIIEHHS
nedimuty TTIMT, xo4a Taki TECTH He 3aBKOU BUSBIISANU BCiX MAIliEHTIB, AKMM 3arpPOKyBajld TSIXKKi
IIPOSIBY TOKCUYHOCTI. 3 OTJISIAY Ha 1ie HeoOXimqHO peTeNbHO BiICTEKYBAaTH TeMaToJIOTiYHi TOKa3HUKH.

[TamienTu 3 BapianToM NUDT15

[TanienTtu 3 ycragkoBaHo MyTanieto reHa NUDT15 mar0Te NigBUIIIEHUN PU3UK PO3BUTKY TIXKKUX
TOKCHYHUX IIPOSBIB JIIKyBaHHS 6-MepPKaNTONYPUHOM, TAaKUX IK PaHHS JIEUKOIEHis Ta aJiomeLlis, Ipu
3BUYaMHUX 003aX TiomypuHOBOI Teparil. Taki naiieHTu 3BM4aiHO IOTPEeOYIOTh 3aCTOCYBaHHS
3HUIKEHUX 03, 0COOIMBO 1le CTOCYETHCS TOMO3UTOTHUX TallieHTiB 3 BapianToM NUDT15 (guB. po3min
«Cmocib 3acTtocyBanHs Ta fo3u»). Yactota NUDT15 ¢.415 > T mae eTHiuHy BapiaOeNnbHiCTh:
npubnu3no 10 % y npepncTaBHUKIB HapomiB CximHoi A3ii, 4 % - JlaTuHCcbK0i AMepukH, 0,2 % -
€sponu Ta 0 % - Abpuku. Y Oyob-1KoMy pasi it peTenbHO MOHITOPUTH TeMaTo/IOTiYHi TOKa3HUKH.

[TepexpecHa Pe3UCTEHTHICTD
3a3BUYail CIIOCTEPIraeThCs nepexpecHa Pe3uCTEHTHICTh MiXK 6-MepKaNnTONyPUHOM Ta 6-TioryaHIHOM.

linepuyyTNuUBICTh

[TamienTaMm, y SIKUX HiIO3PIOETHCS PO3BUTOK B MUHYJIOMY peakliil TinepyyTIuBOCTI g0
6-MepKanTONypuHy, He PeKOMEHOYEThCS 3aCTOCOBYBATH MO0 IIOIEPENHUK - a3aTiONPHH, 3a
BUHSATKOM THX BUITAAKiB, KOJIX aJIepProJIOTiuHi TECTH y Nalli€HTa MiATBEPAUIIY TinepuyyTAuBiCTh J0 6-
MEPKaNTONyPHHY, ajie Aajii HeTaTUBHUY pe3yabTaT Ha a3aTionpuH. OCKIIbKY a3aTiONPUH €
IIpoJlikaM# 6-MepKaITOIYPHHY, MallieHTaM 3 TilepuyTIUBIiCTIO M0 a3aTioNpUHy B aHaMHe3i HeoOXimHO
IIPOBECTH aHaJIi3¥ Ha rinepyyTIUBICTh 00 6-MEPKAITONYPUHY [0 [I0YaTKY JIIKyBaHHS.

[NopyuienHs QyHKIINI nevinky Ta/abo HUPOK

[Tpu npu3HaYeHH] 6-MepKaNTONYPUHY NallieHTaM 3 IOPYLIeHHIM (QYHKIii HUPOK Ta/a00 MediHKY Ciif
OyTu ob6epexHUMU. PEKOMEHI0BaHO ITPU3HAYATU 3MEHIIEH]I 103U TaKUM IallieHTaM Ta PETEIbHO
BifICTEKYyBaTH ITeMaTOJIOTi4yHY BiAmOBigh (quB. po3minu «Crocid 3acTOCyBaHHS Ta J03U» Ta
«PapMaKOKiHETHKa»).

MyTareHHiCTh Ta KaHLIEPOTEeHHICTh

CnocTepirasnocst migBUIIEHHS KiTbKOCTi XpOMOCOMHUX abepallili y mepudepryHux TiMQpounuTax y
MAIEHTIB 3 IEMKO3aMH, Yy NallieHTa 3 rinepHedppoMo0, IKUM OTpUMaB HEBCTaHOBJIEHY 03y
6-MepKaNTONyprHY, Ta y MAI[iEHTIB i3 XpOHIYHNMU 3aXBOPIOBaHHSIMU HUPOK, IKi OTPUMYBaJIU 0O3U
0,4-1,0 Mr/kr Macu Tina Ha Ho0y.

3adikcoBaHO [[Ba BUNAJK! PO3BUTKY T'OCTPOTO HEMiM(OIMTAPHOTO JIEUKO3Y Yy MAaIi€HTIB, AKi
OTPUMYyBa/u 6-MEePKaANTOIYpPHH y IOEOHAHH] 3 IHIIUMYU NpellapaTaMy IIPYU 3aXBOPIOBAHHIX
HEe3JI0SIKICHOTO NTOXO[XKeHHs. ONKuCcaHo OOUH BUMAAOK, KOIM NallieHT OTPUMYBaB
6-MepKaNTONypPHUH AJIS JTiIKyBaHHS FaHTPEHO3HO] IiofepMil i y mogansiioMy Y HbOr0 PO3BUHYBCS
rocTpuit HemiMGoIMTapHUi JTeHKO03, ajle 3aUIIaEThCS He3' sCOBAaHUM, UM OyII0 Iie HacTigKoM
IIPUPOJHOTO Nepebiry 3aXBOpioBaHHS, YU IPUYUHOIO IIbOT'0 CTAJI0 3aCTOCYBaHHS
6-MepKanTOnypUHY.

Y nanieHTa 3 XxBopo60io XomKKiHa Ha (oHi JIiKyBaHHSA 6-MepPKaNTONypUHOM Ta OaraTbMa iHIIUMHU
[IATOCTaTAKaMU PO3BUHYBCS FOCTPUYM MIEJIOTEHHUU JTEUKO3.



Yepes 12,5 poky micnis JiKyBaHHS 6-MepPKaNTONYPUHOM MiacTeHil rpaBiC y MalliEHTKHA PO3BUHYBCS
XPOHIYHUY Mi€IOITHUY JIEUKO3.

OTpuMaHO MOBiIOMITEHHS IIPO PO3BUTOK IEUiHKOBO-CEIE€3iHKOBOI T-KITiTUHHOI MTiMGOMY y Malli€HTIB i3
3amnanbHUM 3axXBOpioBaHHAM KuuleyHUKY (33K) (HesaTBepmKeHe MTOKa3aHHS), IKi OTpUMYyBaju 6-
MepKanTonypuH y KoMmOiHarii 3 antu-OHII npenapaTamu (ouB. po3min «[TobiuHi peakiii»).

Y nanieHTiB, SKi OTPUMYIOTh IMYHOCYIIPDECUBHY Tepallito, BKIII0UYAl0YU MepPKAaNTOIypUH, iCHy€E
MiOBUIIEHNN PU3UK PO3BUTKY JiMdornporidhepaTuBHUX 3aXBOPIOBaHb Ta IHIIKWX 3M0SKICHUX
HOBOYTBOpPEHb, 0COBIMBO PaKy IKipu (MelaHOMa Ta HeMeJlaHOMHI BUAX paky), capkoM (Kamomri Ta
iHIIT BUOM) Ta paKy WIHUWKYU MaTKH in Situ. [ligBuilleHUY pU3UK, UMOBIPHO, TIOB'I3aHUM 31 CTyIIEHEM Ta
TPUBAJICTIO iMyHOCyIIpecii. [ToBimoMsanocs, Mo BigMiHa iMyHOCYIPpEeCHBHUX IIpeliapaTiB MOXKe
CIIpUSATH YaCTKOBiU perpecil niMmponporidpepaTUBHUX PO3IALiB.

TakuM 4uHOM, CXeMy JIiKyBaHHS, 110 MiCTUTh AeKiIbKa iMyHOCYIIPECUBHUX IIpenapartiB (B TOMY YUCIi
TIOIypPHHIB), CJTif 3aCTOCOBYBATH 3 00EPEKHICTIO, OCKINIbKY 11€ MOXK€E IIPU3BECTH [I0
nimonporidhepaTUBHUX PO3IaMiB, ¥ T. 4. neTanbHux. KomOiHalisg 6aratbox iMyHOCYTIPECUBHUX
IpenapariB, sIKi 3aCTOCOBYIOTh OQHOYACHO, iABUINYE PU3UK HiM(bonpoihepaTUBHUX PO3TIafiB,
oB’g3aHuX 3 BipycoM Enmreiina - bapp (BEB).

CHHOpOM aKTHBallil Makpodaris

CuHpgpoM akTuBalll Mmakpodaris (CAM) € BifoMUM pO371aioM, L0 3aTPOXKYE KUTTIO, IKUW MOXKe
PO3BUHYTHUCS y MAIliEHTIB 3 ayTOIMyHHUMM CTaHaMH, 0COOJIMBO i3 3amaabHUM 3aXBOPIOBAaHHIM
kumedHukKy (33K) (He3aTBepaKeHe I0OKa3aHHA), SKi IOTEHLIMHO MOXYTh MaTU MiABUIIEHY
YYTNIXBICTh [0 MepKanTonypuHy. [Ipu po3BuTKy abo mimo3pi Ha CAM criig sKOMoTa paHirie
pO3MoYaTH BiMOBifHE JTiIKyBaHHS, @ MEPKANITONYPUH HeoOXigHo BigMiHuTH. JliKapsaMm cig 6yTu
YBazKHUMU CTOCOBHO Takux iHdekKii#, sk BEB a6o nutomeranosipyc (LIMB), ockinbKu BOHHU €
BimoMmuMu unHHUKaMu CAM.

it

Y piteit 3 I'JIJI, g9Ki OTPUMYIOTh Tepalio 6-MepKanTONypPUHOM, IOBIAOMIIANIYA IPO CUMITOMAaTAYHY
rinormikemito (muB. po3nin «IToGivyHi peakiii»). BinburicTs mMOBiTOMIEHUX BUIAOKIB CIIOCTEPIramy y
miTei BikoM 10 6 PoKiB a00 3 HU3BKUM iHIEKCOM MacCH Tina.

[ndexkIrii

Y maitieHTiB, SKi OTpUMyBay JIiKyBaHHS 6-MEPKANTONYPUHOM OKpeMo abo y KoMOiHartii 3 inmuMu
iMyHOCYTIpEeCHBHUMH TIpenapaTaMy, Y TOMy YUCJIi KOPTUKOCTEPOigaMy, Bif3Hadyalu MiABUIIEHY
YYTIIUBICTH 10 BipyCHUX, TpUOKOBUX i OaKTepialbHUX iHGEKIIIN, BKITI0Yal0YX TSIXKKi a00 aTUIOBI
iHGexii, a Tak0XK peaKTHuBallio BipycHux indexuiii. [Tepebir indexii Ta yCKIagHEHHS y IIUX
NallieHTiB MOXKYTb OyTH OiNIBII TAKKUME, HiXK y TUX, XTO HE OTPUMYBaB JIiKyBaHHS.

[Tepen moyaTKOM JTiKyBaHHS CJIifi BpaXOBYBaTH IOTIEPEHi KOHTAKT a00 3apakeHHS BipycoM
BiTpPsIHOI Bicmiu. 3a HEOOXITHOCTI CITifl JOTPUMYBATHUCS MiCIIEBUX PEKOMEHAllil 3 IIbOT'0 IIPUBOAY,
BKJTI0Yalo4yH NMpodinakTUyHe JTiKyBaHHS. [lepe MoYaTKOM JTiKyBaHHS CJIif] PO3TJITHYTH MUTAHHS IIPO
IIpU3HaYEeHHS CEPOJIOTIYHUX TECTIB Ha BipyC renaTtuty B. fKIO CeposoriyHi TeCTHU BUSBUIIUCS
IIO3UTUBHUMH, CJIi[l JOTPUMYBATHUCS MiCLIEBUX PEKOMEHAalli! 3 LIbOr0 IIPUBOAY, BK/IIOYAOUU
npodinakTUyHe TiKyBaHHS. Y NaLi€HTIB, SKi OTPUMYIOTh 6-MepKaNnTONypUH A jaikyBaHHSA ['J1J],
IIOBiIOMJISINIOCS TIPO BUIIAAKKA HENUTPOIIEHIYHOTO CETCUCy. AKIIO y mallieHTa BUHUKAE iHQeKIis mifg
yac JiKyBaHHS, He0OXiTHO BXKUTHU BIifTIOBIIHUX 3aX0fiB, IKi MOXKYTb BKJIIOUaTH aHTUBIPYCHY Teparliio
Ta HiATPUMYyBaJibHe JIiIKyBaHHS.



Cunpgpowm Jlema - HixaHa

OxpeMi gaHi cBigYaTh IPO Te, 1[0 aHi 6-MEepPKANTOIYPUH, aHi K0r0 IONepefHUK a3aTiONPUH He
OEMOHCTPYIOTh €(DEKTUBHICTD Y MAalli€HTIB i3 PigKiCHUM BPOIXKEHUM CTAaHOM - IIOBHUM fe(illiToM
rinokcauTuHryaHindochopubosuntpancdepasu (cungpom Jlema - Hixana). Takum maitieHTam He
PEKOMEH[IYEThCS 3aCTOCOBYBATH 6-MepKanTonypuH abo a3aTionpuH.

YnwTpadioneToBe onpoMiHEHHS

[NTauieHTH, SIKi OTPUMYIOTh 6-MepPKaNTONypUH, OinbIl 4yTauBi Ko coHus. Cuin o6MexuTu nepedyBaHHS
Iif Oi€l0 COHSTYHOTO CBiT/Ia Ta yiIbTPagioneToBOro BUIIPOMiHIOBaHHS, alliEHTaM CJIifl peKOMEeHIyBaTH
HOCHUTH 3aXUCHUH OJAT Ta 3aCTOCOBYBAaTH KOCMETHYHI 3aC00M 3 BUCOKUM (paKTOPOM 3axuCTy Big V.

JlakTo3a

IIo ckyamy mpernapaTy BXOOUTD JIaKTo3a. [TalieHTH 3 pigKicCHUMU CITafKOBUMHU MTpobieMaMu
HEeIepeHOCHMOCTI TajlaKTO3|, IIOBHUM [edilluToM JTakTa3u abo ManbaOCOpOIli€lo TII0K03KU-TalaKTO3!
He MTOBMHHI MpUMaTH 1e# NTikapchkuit 3acib. AKio y Bac BcTaHOB/IeHa HEIEPEHOCHUMICTh eSTKUX
IIYKpPiB, TPOKOHCYIBTYUTECS 3 JTiKapeM, IepIl HiXK MpuiMaTH 1ei JTiKapChbKui 3acio.

[HTi6iTOPH KCAHTUHOKCHIA3U

[Tpu ogHOYACHOMY 3aCTOCYBaHHi 3 iHTiGiTOpaMu KCAaHTMHOKCUOA3W, HAIPUKIIAM 3 aJIOMyPUHOJIOM,
OKCHUITYPUHOJIOM ab0 TiONypHHOJIOM, MallieHTaM CIIif IpuiMaTH Tinbku 25 % 3BUYaiHOI 103U 6-
MEePKaINTONyPUHY, OCKIJIbKY aJIoNypHHON 3HUKYE MIBUAKICTh KaTab0i3My 6-MepKanTonypuHy (OuB.
po3minu «Crocib 3acTocyBaHHS Ta J03u» Ta «B3aemogis 3 iHIIMMY JTiKapChbKUMH 3aco0aMu Ta iHII
BUIIM B3a€EMOJIIiM»).

AHTHUKOAryIsHTH

[ToBimOMIIANIOCS PO IPUTHIYEHHS aHTUKOAryISHTHOTrO e(eKTy BapdapuHy Ta alleHOKyMapoJjy Ipu
OIHOYACHOMY 3aCTOCYBaHHI 3 6-MepKaNTOIyPUHOM, TOMY MOXKYTb OyTH HeOOXiqHUMHU BHUIIl HO3U
AHTHKOATYJISHTIB (OUB. PO3MiNn «B3aeMomist 3 iHIMMMU JTiKapChKUMHU 3aco0aMu Ta iHIIi BUOU
B3aEMOIiN»).

3acmocysaHHs y nepiod sazimHocmi abo 200y8aHHs 2py0010.
PenpodykmueHa ¢pyHKuisA
Brnnus Teparmii 6-MepKanTONyprHOM Ha PepTUIbHICTD TIONUHYU HEBIJOMMUI.

OTpumMaHi OBiOMJIEHHS ITPO HAPOMXKEHHS 3[M0POBUX MiTel y OaThbKiB/MaTepiB, gKi NMiKyBamucs y
OATUHCTBI a00 I0HOCTI.

[ToBimoMIIsiIOCS TIPO BUITQIKXA TPAH3UTOPHOI OJlirocrepMil mics nikyBaHHS
6-MepKanTOMypPUHOM.

BazimHicmb

[TpogeMoHCTpPOBaHA 3HAUYIa Iepefada 6-MepKanTonypuHy Ta #oro MeTaboliTiB Biff BariTHoOI 10
IIJI0fa yepes IJIaleHTy Ta aMHIOTUYHY PiiUHY.



Y pa3i MOXKIMBOCTI CIif] yHUKATH 3aCTOCyBaHHS 6-MepKaNTONyPHHY IIif Yac BariTHOCTi, 0COGIUBO ¥
TIEPIIOMY TPUMECTPi. Y KOXKHOMY KOHKPETHOMY BUIIAAKY CIIi[ 3BaXKyBaTH MOTEHUINHY HeOe3MeKy s
JI0fa 1 04iKyBaHy KOPUCTh [JI MaTepi.

4K i mpu iHImMMX BUOaX IUTOTOKCHYHOI XiMioTeparii, SKi1o 6yab-XTo 3 IapTHEPiB OTpUMY€E TabIeTKu 6-
MEepKaINTONypUHY, HeoOXiTHO paguTH IMallieHTaM 3aCTOCOBYBATH afieKBaTHI METOIU KOHTpAIEeIil
IIPOTATOM JIiKyBaHHS Ta IIOHaMeHIIe 3 MiCsLi IMiCcIs OTpUMaHHsA OCTAHHBOI [O3U IIpenapary.

HocnigKeHHs1 6-MepKanTONyPHUHY Y TBAPUH CBiAYaTh IIPO PENIPOOYKTUBHY TOKCUYHICTh IIpemnapary.
[ToTeHUiIMHNY PU3UK OIS MTIOOUHU OCTAaTOYHO HE 3’SICOBAHUM.

Excnosuuia y mamepi

[Ticns nikyBaHHS 6-MepKaNTOyPUHOM y BUTJISIAI ODHOKOMIIOHEHTHOI XiMioTeparil y XKiHOK
HApOMXKYBaIUCS 3[OPOBi OiTH, 0COOIMBO KOJIU JIIKYBaHHS IIPOBOAUIIK [0 3aIlIifHEeHHs a0o micis
[IEePIIOr0 TPUMECTPY.

OmnucaHi BUNafiKy CIIOHTAHHUX BUKUHIB Ta NepegYacHUX MOJIOTIB ¥ XKIHOK, IKi OTpUMYBaIn
npemnapart. [ToBimoMIIsAIOCS IPO HAPOAKEHHS [iTel 3 MHOKUHHUMHU BPOIKEHUMH BajflaMU IIiCIIs
3aCTOCYBaHHS 6-MepKanTONyPUHY B IOEOHAHHI 3 IHIIMMU XiMioTepaneBTUYHUMU IIpenapaTaMu
BariTHUM XiHKaM.

Excnosuuis y 6ambka

[ToBimoMIISANIK TIPO BUIAAKYU CIIOHTAHHUX a0OPTiB Ta BPOOKEHUX Bafl y [iTel Iic/s BIJIUBY 6-
MepKaNToypuHy Ha OaThKa.

I'odyeaHHA 2py00to

6-MepKaINTONyPUH BUSIBIISIN Y TPYIHOMY MOJIOLI IALiEHTOK IIiC/Is TpaHCIJIaHTallil HUPKH, SKi
OTPUMYBaJIi iIMyHOCYIIPECUBHY Tepallil0 a3aTiONPUHOM (IIpoJlikaMu 6-MepKanTonypusy). Tomy
XKIHKH, SKi OTPUMYIOTh 6-MEPKAITONYPUH, He ITIOBUHHI TOOyBaTH TPYAAIO.

30amuicmb 8niusamu Ha weudKicmbe peakyii npu KepyeaHHi asBmompaHcnopmom abo iHwumu
MexaHiamamu.

HeMae maHUX Mpo BIIUB 6-MepKaNTONyPUHY Ha 3[aTHICTh KEPYBaTH TPAHCIOPTHUMU 3acobaMu Ta
IIpallfoBaTy 3 iHIKMMY MeXaHi3MaMu. 3BaXKaiouyu Ha (papMaKoJIOTiuHi BIaCTUBOCTI JIiIKapChKOTO
3aco0y, He MOXKHa nependayuTy MOXKIUBICTh HOTO BIIJIUBY Ha IIi BUAU aKTUBHOCTI.

Cnoci6 3acmocyeaHHss ma do3u.

JIikyBaHHST 6-MepPKaNTOINYPUHOM CJIifl TPOBOOUTHU TilbKM IIif HATMISIAOM JTiKaps a0bo iHIIoro
IpalliBHMKa OXOPOHU 3[I0POB’s, IKWM Ma€ J0CBif BegeHHs nauieHTiB 3 I'JIJI Ta I'TIJT (TMJI M3).

6-MepKaINTOMypPUH MOXKHA IMPUINMaTH pa3oM 3 1Kelo abo HaTIle, ajle MalliEeHT MOBUHEH
CTaHOapPTU3yBaTH CIoci6 mpuitomy. [Ipemapar He i MpuiMaTHA 3 MOJIOKOM a0 MOJIOYHUMHU
IPOOyKTaMu (OuB. po3min «B3aemopis 3 iHIIKMMHU JTiKapChKUMU 3ac00aMu Ta iHII BUAM B3a€MOMii»).
6-MepKaINTONypUH CIIiJ IpUiMaTH IloHaliMeHIIe 3a 1 roguHy o abo yepe3



2 TOOWHY TIiCIIsI TPUHOMY MOJIOKa a60 MOJIOYHUX MTPOOYKTIB.

II7st mopocnux Ta [iTed 3BMYaiiHa J03a CTAHOBUTH 2,5 MT/KT MacH Tijla Ha JeHb, abo
50-75 Mr/M” TIJIOLI Ti/la Ha OeHb, ajie 4o3a Ta TPUBAJIICTH JIIKYBaHHA 3ajieXkaTh Bifl BULY Ta 403U
IHIMUX UATOCTAaTUYHUX [IPelaparTis, AKi 3aCTOCOBYIOTh Pa30M i3 6-MepKanTONyPUHOM.

o3u ciip migbupaTy 3aie’XHO Bifi iHAUBiITyaIbHIX 0COONIMBOCTEN NallieHTa.

6-MepKaNTONypHUH 3aCTOCOBYBAJIM y Pi3HOMaHITHUX cxeMax KOMOiHOBAHOTO JIiKyBaHHS TOCTPOTO
JIENKO03Yy.

HocmifKeHHS 3a y4acTio fiTel 3 rocTpuM JiMpo6IacTHUM NeMK030M CBig4YaTh, 1[0 3aCTOCYBaHHS 6-
MEePKAITONyPUHY Y BeUipHill Yac 3HUKYE PU3UK BUHUKHEHHS PEIUAUBY XBOPOOH MOPIiBHSHO 3
IIPUUOMOM BpAHIIL.

ITauieHmu AimHb020 BIKY

Y mallieHTiB JIiTHHOTO BiKy PEKOMEHOYETHCS KOHTPOJIIOBATH (QYHKI[iI0 HUPOK Ta MeYiHKY, i mpH ix
IOPYLIEHH] 103y 6-MepKaIlTONyPUHY CJIifl 3MEHIIyBaTH.

ITopyweHHA pYHKUiI HUPOK

PexoMeH0BaHO IpU3HAYaTH 3MEHIIIEeH] 1031 6-MepKaNTOMypUHY IIPU MOPYIIeHHIX GYHKIIiI HUPOK
(muB. po3mgin «®apMakOKiHETHKA»).

ITopyweHHA pYHKUII neviHKu

PekoMeH0BaHO TpU3HAYATH 3MEHIIIeH] 1031 6-MepKaNTOMyPUHY IIPU MOPYIIeHHX GYHKIIII MediHKu
(muB. po3min «®apMakOKiHETHKA»).

B3aemodii 3 aikapcvkumu 3acobamu

[Tpu ogHOYACHOMY 3aCTOCYBaHHi 3 iHribiTopaMu KCaHTUHOKCUOA3H, HAIIPUKJIIA 3 aJIOyPUHOJIOM,
OKCHUITYPUHOJIOM ab0 TiONypHHOJIOM, CJIifi 3aCTOCOBYBaTH TinbKu 25 % Bifl 3BUYaNHOI 103U 6-
MepKaINTONyPUHY, OCKIJIbKY IIi TiIKapChKi 3aCc00M 3HUKYIOTh IMBUAKICTh KaTabomi3my 6-
MepKanTonypury. OQHOYaCHOTO 3aCTOCYBaHHSA 3 iHIMMMH iHTi0iTOpaMu KCAaHTHHOKCHA3H, TaKUMHU
K ¢peOyKcocTaT, CiIif yHuKaTH (OUB. Po3min «B3aeMopmist 3 iHImMMU TiKapchKUMU 3acob6aMu Ta iHIIi
BUIU B3AEMOIIN»).

ITauienmu 3 depivyumom TIIMT
V manieHTiB 3 yCcIagKoBaHO Majioo abo MOBHICTIO BiICYyTHBOI aKTHBHICTIO

S-metuntpancdepasu (TTIMT) Bin3HaYaeThCS MigBULIEHUN PU3UK PO3BUTKY TIKKUX TOKCUIHUX
IIPOSIBIB JIIKYBaHHS 6-MepKanTONYPUHOM IIPU 3aCTOCYBaHHI MOT0 y 3BUYAUHUX [03aX, 1110 3a3BUYal
BUMarae CyTTEBOI'0 3MeHILIeHHs 003U IpenapaTy. OnTuMabHa 104aTKOBa 403a [JIsd TOMO3UTOTHUX
MAaI€HTIB 3 AediluTOM LBOr0 (EpPMEHTY He BCTaHOBJIEHA.

BinpmicTts retepo3urotaux 3a gedinurom TIIMT namieHTiB MOXKYTh IEPEHOCUTHA PEKOMEH0BaHi
[03U 6-MepKaNTONypUHY, aje AesKUM Ialli€eHTaM iHOMAi JOBOAUTHCS 3MEHIIYBaTH J03U (OUB. PO3MAiIH
«0OcobnuBOCTi 3acToCyBaHHS» Ta «PapMaKOKiHETHKA»).

Ilauienmu 3 eapianmom NUDT15



[TamienTu 3 ycnagkoBaHO MyTalieio reHa NUDT15 mMarTh MifgBUINIEHNY PU3KUK PO3BUTKY TIXKKUX
TOKCUYHUX TPOSBIB JTiIKyBaHHS 6-MEPKANTONYPUHOM (OUB. po3min «OcobIMBOCTI 3aCTOCYBaHHS»).
Taki narienTy 3a3Bu4ai MOTPeOyI0Th 3aCTOCYBAHHS 3HUKEHUX [03, 0COOIUBO 11e CTOCYETHCA
TOMO3UTOTHUX NalieHTiB 3 BapiantoM NUDT15 (guB. po3min «Oco6auBOCTi 3acTOCyBaHHS»). [0
II0YaTKy Tepalil 6-MepKanTONypHHOM PEKOMEHIYEThCS IIPOBECTY IeHOTUIIOBE TECTYBAHHS BapiaHTIiB
NUDT15. ¥ 6ynp-sikoMy pa3i HeoOXigHUM peTelbHUM TeMaTOoIOTiYHUI MOHITOPHUHT .

Himu.

[IpemapaT 3aCTOCOBYIOTH y NeAiaTPUYHIN IIPaKTHULI.

Ilepedo3yeanHns.
Cumnmomu

[ITyHKOBO-KMIIKOBI CUMIITOMH, BKJTIOYAIOUM HYOOTY, 6JII0BaHHS, Jiapero, a TAK0XK aHOPEKCilo,
MOXYTb OyTU paHHIMU O3HaKaMU Iepeno3yBaHHs. ['0JIOBHUM TOKCUYHUM e(eKTOM € BIIJIUB Ha
KiCTKOBH MO30K, III0 TPU3BOAUTH [0 Mienocymnpecii. [eMaTonorivHa TOKCUYHICTD Oi/bI BUpaxkeHa
IIPY XPOHIYHOMY Tepef03yBaHHi, HixK IIPpX 0OJHOPA30BOMY IIPHUIOMIi BEJIMKOI HO3H IIpemapary. Takox
CIIOCTEPIralThCs MOPYIIeHHS (QYHKIIII MeYiHKM Ta IMIJTyHKOBO-KUIIKOBOTO TPAKTY.

Pusuk nepeno3yBaHHS MiABUILIYETHCS, SKIIO PA30M i3 6-MepKanTOIypPUHOM 3aCTOCOBYIOTh
aJIoNMypPHUHOI (OUB. po3din «B3aeMopmis 3 iHIMMMY JTiKapChbKUMU 3ac00aMu Ta iHIII BUAKM B3aEMOIiN»).

JIikysaHHA

OckinbKM aHTHAOT [JId IIpernapaTy HEBIIOMUM, CHIi[l peTelbHO KOHTPOJIIOBATH ITapaMeTpy KPOBi Ta
IIPOBOAMTH BifITIOBIgHY MiATPMMYyBaJbHY Tepalliio, IpX HeoOXiAHOCTI - IepeiuBaHH KPOBi. AKTUBHI
MeTOoaH (TakKi SIK 3aCTOCyBaHHSA aKTUBOBAHOI'0 BYTIIJIA) Y pa3i Iepeno3yBaHHS

6-MepKanTonypuHy MOXyTh 6yT e(eKTUBHUMHU JIHIIle B MexKax 60 XBUIUH ITiCIIs TPUioMy
npernapary.

[Topgasnbiie miKyBaHHS BUIAIKIB Iepelo3yBaHHs Ma€ I'PYHTYBATUCS Ha KIIHIYHUX ITOKA3aHHAX abo
PEKOMeHallisX AepKaBHOI'0 TOKCUKOJIOTIYHOTO LIeHTPY (3a HasiBHOCTI).

ITobiuni peakuii.

Ha cporogni 6pakye cydyacHUX KIiHIYHUX JAaHUX CTOCOBHO 6-MEePKAITONYPUHY, sIKi 6 MO 6y TH
HiATPYHTSAM [JI TOYHOT'O BU3HAYEeHHS YaCTOTU PO3BUTKY MoOiuHuX edekTiB. KaTteropis wactotu
OlLliHeHa 151 BKa3aHUX HUKYe NMo0IiYHUX peakliid, ojs OibIIOCTi peakilii po3paxyHOK 4aCTOTH
HeMOoxkJuBUH. [100i4Hi eheKTH MOKYTh PO3PI3HATHCS 3@ YaCTOTOIO 3aJIe’KHO Bifi OTpEMaHOl I03H, a
TAKOXK IPY 3aCTOCYBaHHi y KoMOiHaIlil 3 iHImMMu JTiKapCchKUMHU 3acobaMu.

T'omoBHUM 1TOGiYHUM e(heKTOM MPU 3aCTOCYBaHHI 6-MEPKANITONYPUHY € CYIIPECist KiCTKOBOTO MO3KY,



110 TPU3BOAUTH [I0 JIEMKOIIEeHii Ta TPOMOOIIUTOIEHil.

g knacudikallii YacToTH PO3BUTKY MOGIYHNUX peakiliii 3aCTOCOBYIOTh TaKi YMOBHI KaTeropii:

nyxe gacro (= 1/10);

yacro (Big = 1/100 mo < 1/10);

HeyacTo (Big = 1/1000 mo < 1/100);

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

nyxe pigko (< 1/10 000);

HEBiIOMO (He MOXKHa OLIHUTH YaCTOTY 3a HASIBHUMHU HAHUMHU).

Cucrema opraHisamy HacTtoTa [To6iuni epexTn

[HdeKil Ta iHBa3il HeuacTto bakTepianbHi Ta BipyCHI iH}eKil; iHpeKIi],
[10B’s13aHi 3 HEUTPOIIEHIEI0

HoBoyTBOpEeHHS [lye pigko BToprHHI TeiK03 Ta Mi€IOAKUCIIIa3isa (OUB.

noOpPOsIKiCHI, 3M0SIKiCHI Ta po3min «Ocob6IMBOCTI 3aCTOCYBaHHS»);

HEeyTOYHEHI (B TOMY 4uCIIi 1e4iHKOBO-Cesle3iHKoBa T-KliTHHHA NiMboMa y

KiCTH Ta IIOJIiIIN) [TalliEHTIB i3 3aMaJbHUMU 3aXBOPIOBAHHAMU
kuiedyHuKy (33K) (He3aTBepaxeHe
MOKa3aHHS) IIPHU 3aCTOCYBaHHI y KoMOiHaIlil 3
npernapaTaMyu IPoTU GpaKkTopa HEKPO3Y
nyxnuan (PHIT) (zuB. po3pin «OcobnuBocTi
3aCTOCYBAHHSI»)

Pinko HoBOyTBOpPEHHS, BK/IIOYA04YU

nmiMdonporidepaTuBHi po3nagy, pak MIKipu
(MeTaHOMHUM Ta HeMETaHOMHUM), CAapKOMU
(Kamomri Ta iHIII BUAKM CApKOM) Ta pakK IIAUKN
MaTKH in situ (quB. po3min «OcobmuBoCTi
3aCTOCYBaHHS»)

3 60Ky KpOBi Ta mimMbpaTruyHOi

[ly>ke 4acTo

Cympecis KiCTKOBOTO MO3KY; JIEUKOIIEHIS Ta

CHCTEMU TPOMOOIIMTOIIEHisT
HacTto AHeMis
3 00Ky iMyHHOI CUCTEMHU Pinko Peakxiiil rimep4yTaUBOCTI 3 TaKUMU IIPOSIBaAMH,
SIK apTpasris, MKIpHUM BUCHUII,
Me[IUKaMeHTO3Ha JIMXOMaHKa
[lyxe pinko  |Peaxiiil rinepuyTaUBOCTI 3 TAKUMU IIPOSIBAMH,
sIK HaOpSIK 00TMads
3 60Ky TpPaBHOI CUCTEMHU Jacto Hynota; 6/1t0BaHHS; TAHKPEATHUT Y MAIliEHTIB i3
33K ( He3aTBepOKeHe ITOKa3aHHS)
Pinko Bupa3ku y pOTOBiM IOPOXKHUHI; TAHKPEATUT
(mpu 3apeeCcTpOBaHUX NOKa3aHHAIX)
[lyke pigko |YTBOpEeHHS BMPA30K y KUIIEYHUKY
3 00Ky remnarobiniapHoi JacTo 3acTilt )KOBYi; rermaTOTOKCUYHICTh
CHCTEMH
Pinko Hekpo3 nediHKOBUX KITiTUH
3 60Ky 1Kipu Ta migmkipHoi |Pigko Aronenis
KJTITKOBUHU HesimoMmo DOTOYYTIUBICTD
3 60Ky 00MiHYy PEYOBHH i HeuacTo AHOpEKCist
Xap4yBaHHSA Hegigomo [inornikeMmis#




3 00Ky penponoyKTHBHOI [lyxe pigko [TpaH3uTOpHA OJIirocrnepmis
CHUCTEMHU Ta MOJIOYHUX 3aJ103

#Y miten.

Onuc okpemux nobidHUX peaxuit

ITopy1renHs 3 00Ky remnaTo0imiapHol cucTeMu

6-MepKaINTONypPUH renaTOTOKCUYHUM K [OJI TBApUH, Tak i AyIs NMofel. 3a riCTOJIOTiYHUMU JaHUMU Y
JIIOfle} CIIOCTEepiranucs HeKpo3 MediHKOBUX KIIITUH Ta OiiapHuil cTas.

Bunagku renaToTOKCUYHOCTI 3HAYHO Pi3HATHCS i MOXKYTh PO3BUBATHUCS IIPHU 3aCTOCYBaHHiI OyIb-IKO1
[03H, aje 4acTillle BOHY BUHUKAIOTh MIPU [TIePeBHUIleHHI PEKOMEHI0BaHUX 003 2,5 MI/KT MacH Tina,
a6o 75 Mr/M’ IIOBEpXHi Tijla, Ha [IEHb.

CnocTepexkeHHS 3a TOKa3HUKaMU IIe4iHKOBOI (PYHKIIII fjla€ 3MOT'y BUSIBUTH TOKCHYHUM BIIUB
IpernapaTty Ha paHHix cTagisx. PiBHi raMMa-rinyramintparcdepasu (I'TT) y nna3mi KpoBi € HalbinbIn
BaXK/IMBUM IIPOTHOCTUYHUM (PaKTOPOM [J15 BITMiHU IIpemnapaTy BHACIIOOK remaTOTOKCUYHOCTI. [1pu
CBOEYACHOMY NIPUIIMHEHH] IPUIOMY 6-MePKaINTONYPHUHY SBUIIA TeIaTOTOKCUYHOCTI € 000POTHUMH,
aJjie iCHYIOTb IIOBIJOMJIEHHS IIPO JIeTaJIbHE VIIKOAXKEHHS [IeYiHKU.

[ToBigoMIIeHHS PO Him03pIoBaHi mo6ivHi peakirii

[ToBimoMneHHs PO Mifo3pioBaHi mobiyHi peakuii micis peectpatii TiKapcbKoro 3acoby € BaxKIMBUM.
Lle nae 3Mory IpoAoOBXKYyBaTU KOHTPOJIb 3a CIIBBIIHOIIEHHSAM KOPUCTH/PU3UK 3aCTOCYBaHHS
JiKapchKOro 3aco0y. MeOuyHUX MpalliBHUKIB ITPOCITh MOBIIOMIATH PO OyAb-sIKi Migo3pioBaHi
no0iyHi peakii yepe3 HallioHANIbHY CUCTEMY (hapMaKOHaTJISIAYy.

Tepmin npudamHocmi.

5 POKiB.

YmoBH 30epiranns.

30epiraTu B OpUTiHANBHIN YIIaKOBI Tpu TeMIepaTypi He Buile 25 °C B HEHOCTYIIHOMY [JIs HiTen
Micri.

VYnaxoBka.

I[To 25 TabneTox y ¢dnakoHi, mo 1 ¢prakoHy B KapTOHHIi#M KOPOOIIi.

Kareropis Bigmycky.



3a pelemnToM.

BupoOHHK.
Excenna I'm6X i Ko. KT'.

Acnen Ban-Onsgeciio I'moX.

Micue3HaxoIKeHHsI BUPOOHHKA Ta ajipeca MicIsi IpoBaIKeHHs HOro Tis/IbHOCTI.
Hiopubeprep lItp. 12, 90537 ®oiixt, HimeuuynHa.

Inpycrpimrpacce 32 - 36, 23843 bap-Onspecno, HiMmeyunHa.



