IInan ynpaBiaiHHA pU3HMKaMu BozenTan (IIYP) Bepcis 6.0

YacTruna VI: Pe3rome muiany ynpasJiiHHSI pUSHKaMHU

Pe3tome nnany ynpaeninua pusukamu 01a jaikapcvkoz2o 3acody bozenman Axkopo, 125 me,
maonemku, 6Kpumi niieKo6ow 000J10HKOW

Ile — pe3tome [Inany ynpasmiaas pusukamu (ITYP) nns mikapcekoro 3aco0y bozentan Akkopn,
125 mr, TabyieTku, BKPHUTI TUIIBKOBOIO 000710HKOO (1ani — bozentan Akkopn). Y I[TYP neranpao
OTHMCaH1 BOXJIMB1 PU3UKH, SIKI BUKJIMKAE JTIKapchkui 3acid6 bo3entan Akkopa, 125 mr, TabneTku,
BKPUTI IJTIBKOBOIO OOOJIHKOIO, SIK i PU3UKH MOXKYTh OyTH MiHIMI30BaHi Ta sIK OTpUMAaTH Oiiblie
iH(opMarlii mpo pU3MKK Ta HEBU3HAYEHOCTI (BiICYTHIO 1H(POPMAILIiI0) JIIKAPCHKOTO 3ac00y.
[HCTpYKIis AJIT MEIMYHOTO 3aCTOCYBaHHS JIIKAPCHKOTO 3aco0y JI0 Jlikapchkoro 3aco0y bo3enran
AKKOp MICTUTh BOXJIMBY 1H(POPMAIIIIO IS MEIUYHUX MPAIliBHUKIB Ta MAILIEHTIB TIPO TE, SIK CITI
3aCTOCOBYBATH JIIKAPCHKHii 3aci0.

BaxnuBi HOBI muTaHHA a00 3MiHH 0 MOTOYHUX MUTaHb OYAYTh A0Ty4eHi B oHOBiIeHHX [TYP ms
Jikapcbkoro 3aco0y bo3enran Akkopa.

I. Jlikapcbkuii 3a¢i0 Ta 1JI1 40ro BiH BUKOPHCTOBY€EThCS

bo3eHntan AKKOpA TpW3HAYEHUI Ui JIIKyBaHHSA JIETEHEBOI apTepialbHOI TimepTeHsii ms
MOJIIIIICHHS] TOJIEPAHTHOCTI 10 (P 13MYHOTO HAaBAaHTAXKEHHS 1 KIIIHIYHUX CUMIITOMIB y mamienTiB 11
KJacy 3a GpyHkuioHaapHOIO Kinacudikaniero BOO3.

[TporeMoHCTPOBaHO €PEKTUBHICTh IPU TAKUX CTAHAX:

- mepBUHHA (iAioNaTUYHA 1 CIIaIKOBA) JIETEHEBA apTepiaibHa TIepPTEeH3Is;

- BTOpMHHA JIeT€HEBa apTepiajibHa TimepTeH3is M[oJ0 CcKjiepoaepmii 06e3 CyTTEBOrO
IHTEpPCTHIIATHHOTO JIETEHEBOT'O 3aXBOPIOBAHHS;

- JIETEHEBa apTepiajibHa TiNEpPTEH3isd, IOB’s3aHa 13 BPOPKEHUMH CHCTEMHO-JIET€HEBUMU
nryHTamu i cuaapomom Eifzenmenrepa.

[leBHe modimmIeHHs TakoX OyJ0 MPOJAEMOHCTPOBAHO Y MALIEHTIB 3 JIETEHEBOIO apTepialbHOI0
rineprensieto I knacy 3a pynkuionansHoo Kinacudikamniero BOO3.

3MEHIIEHHS KUIBKOCTI HOBUX JIUTITAIbHUX BUPA30K Y JOPOCIUX 31 CHCTEMHUM CKJIEPO30M 1 MpH
IPOrpecyroYoMy BUPa3KOBOMY YpasK€HH1 KIHIIIBOK (ITajbIiB PyK Ta HIr).

Jlikapcbkuit 3aci0 MICTUTh 003€HTaHY MOHOTIJAPAT y SIKOCTI JI1I0401 PEYOBHHM Ta MPUMMAEThCS
NIEPOPATIBHO.

I1. Pu3uku, nop’si3aHi 3 JikapcbKUM 3ac000M Ta AisVIbHICTIO 3 MiHiMi3anii a00 moganbIIOL
XaPAKTePUCTHKH PU3HKIB

Hwuxue onumcani BaxMB1 pU3MKHU JiKapcbkoro 3aco0y bo3eHTaH AKKOpA, a TaKoX 3aX0Ju 3
MiHIMI3alil TakUX pPHU3UKIB Ta 3alpONOHOBAHI JOCHIKEHHS MM OTPUMaHHS JOAATKOBOI
1H(dopMalii PO PU3UKHU JTIKAPCHKOT0 3ac00y.

3axozaMu 3 MiHIMIi3alil pU3KKiB, BUABICHUX JUIS JTIKAPChKUX 3aC001B, MOXKYTh OyTH:

e CrenianpHa iHGOpMAIlis, Taka SK: MOMEPEHKEHHs, 3aM00DKHI 3aX0AM 1 peKOMEHJaIli
1010 MPABHJIBHOTO 3aCTOCYBAHHS, MICTUTBCS B IHCTPYKIIT A1 MEAMYHOTO 10 MEIUYHOTO
3aco0y, aJjpeCoBaHUX MAIIEHTaM 1 MEIMYHUM TpaIliBHUKAM;

e Baxuiisa iH(opmallis Ha yHaKoBIIl JIIKAPChKOTo 3aco0y;

e 3arBep/KEHUIN pO3MIp YIMAKOBKH - KIJIBKICTh JIIKAPCHKOTO 3ac00y B YIMaKOBII MifiOpaHa
TaKUM YHHOM, 11100 3a0e3MeYnTH MpaBUiIbHE BUKOPUCTAHHS JIIKAPCHKOTO 3aC00Y;

e Kareropiss BIJMyCKy JIKapchbKoro 3aco0y — cmocid, y sKuil Jikapchbkuil 3acid
BIJIITYCKA€ETHCS MAIIEHTY (HAIPUKIIAMI, 3a penentom abo 6e3 perenrta), MOXKe JTOMTOMOTTH
MiHIMi3yBaTH PU3MKH, TIOB'A3aHI 3 HUM.

Pazom mi 3axo11 CKIIagaroTh pyTHHHI 3aX0IH 3 MiHIMI3aIlli pU3HKIB.
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Y BUMNajKy JikapchKoro 3aco0y bo3enTan AKKOpP/, 11l 3aX0/I1 JOMOBHEHI JJOJATKOBUMH 3aX0/1aMU
3 MiHIMI3aIlil pU3UKiB, HABEJACHUMHU I11]] TOTOYHUMHU BOKIMBUMHU PU3HKAMHU.

Ha nonmaTtok 10 nux 3axoiB MOCTIHHO 30Mpa€eThCs Ta PETYJSIPHO aHANIZYEThCs 1H(POpMALis PO
nmoOiuHi peakiii, 30kpema, ouinka Ilepionuunoro 3BiTy 3 0e3neku (PSUR), 3aBasku mpomy €
MOXKJIMBICTh HETaiiHO BXKUTHU BIJAIOBIAHI 3axoau 3a HeoOxigHocTi. Ili 3axomu CcKiIamarTh
CTaHJAPTHY JiSIBHICTD 3 (papMaKOHATIIATY.

Sxmio BaxkimBa iHGoOpMallis, 10 MOKE BIUTMHYTH Ha Oe3MeKy 3acToyBaHHs bozeHTan AKKop[ 1ie
HE JI0CTYITHA, BOHA 3a3Ha4eHa K «BincyTHs iHhopMarlis» HIbKYe.

I1I.A IlepeJik BaxJIUBUX PU3UKIB Ta BiICYTHBOI iHpopMmamii

BaxxnuBumMu pu3MkaMu JIKapchKoro 3aco0y boseHTaH AKKOpJ € PH3UKH, SKI MOTPEOYIOTh
CIeIIaJIbHOI JISTILHOCTI 3 YIIPABIIHHS PU3UKAMU IS TTOJAJIBIIOTO JOCIIHKEHHS a00 MiHIMi3aIlii
PU3UKY, MICIs 4Oro JIKapchbKUi 3acid Moke craTu Oe3MeyHuM JUIsl 3aCTOCYBaHHS. BainBi
PHU3HKH CKIIAAIOTHCS 3 iICHTU(IKOBAaHUX Ta MOTEHIIHHNUX pU3UKIB. [eHTH(IKOBaH] pU3HKH — 11€
npobjaemMu, MoA0 SKUX ICHY€ IOCTaTHBO JOKAa3iB 3B’S3KYy IX BHHHUKHEHHS 13 3aCTOCYBAHHSM
JiKkapchKoro 3aco0y. [loTeHIiitHI pu3uKH — e MPoOIeMH, 1010 SKUX Ha MiJCTaBl HASBHUX JAHUX
BHU3HAUYCHA MOKIMBICTH ICHYBaHHS 3B’ SI3Ky 1X BHHUKHCHHS 13 3aCTOCYBaHHSM I[bOTO JIIKAPCHKOTO
3aco0y, aye Ieil 3B’SI30K Ille HE € BU3HAYCHHUM OCTAaTOYHO, Ta MOTPEeOy€e MOJANIBIIOI OIHKH.
BincytHs indopmariis — 1e iHpopmaris npo 0e3mneKy JIiKapchbKoro 3aco0y, sika Hapasi BiACYyTHS,
Ta Ky HOTpiOHO 310paTH (Hanmpukiaa, iHGopMaIllis I00 TPUBAIOTO 3aCTOCYBAHHS JIIKAPCHKOTO
3aco0y).

BaxuBi ineHTH(iKOBaH1 pU3HKT TeparoreHHicTh

I'emaroToKCHUHICTH

3HIKEHHS KOHIICHTpAIlil TeMOrIo0iny

3HIKEHHS KUTBKOCTI CiepMu

HaOpsik sierenp, acomiifoBaHui 3 IETEHEBOIO BEHO-

OKITI031HHOI0 XBOpoboro (BOXJI)

e Bzsaemonis 3 cyOcrpatamu, IHIYKTOpaMu YU
iHri0iTOpaMu 130eH3uMIB 1utoxpomy P450 CYP
3A4 ta CYP2C9 (Bkmo4arouum TOpMOHANbHI
KOHTpALIENITUBH, CUJI/IeHa(1]1 Ta aHTUPETPOBIPYCHI

BaxnvBi MOTEHIHI pU3UKH

Ipernapary)
e TecTuKyJIspHI poO3NIaAM Ta pO3JIAAM YOJIOBIYOi
dbepTuiabHOCTI
e Tudexkuii pecnipaTopHOi CUCTEMH Yy JITEH
BincyTtHs iHopMartis e 3acTocyBaHHS y AIT€H 3 HUPKOBOIO HEJOCTATHICTIO

e 3acrocyBaHHS  0O3€HTaHy  OJHOYAaCHO 3
cuiieHagIoM y JiTeit

I1.B Pe3iome BaJIMBUX PU3HKIB

Baxausuii inentudikoBanuii pusuk: TepaTorensicrn

3axonau 3 MiHIMI3alil pU3HKIB [apopmarnis mpo pu3HK MICTUTBCS B TaKuUX pO3JiiIax
Incrpykuii  gns MeauuyHoro  3acrocyBaHHs — (IM3):
«Oco0MMBOCTI 3aCTOCYBaHHS», «3aCTOCYBaHHS y TEPiof
BariTHOCTI1 abo roJlyBaHHS 1y0) 7101 {ON Ta
«DapMaKOKIHETHKAY.
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[Hmi 3axomu 3 MiHIMI3amil PU3MKIB  BKIIOYAIOTh
PELENTYPHHIA CTaTyC JIIKapChKOro 3ac00y.

JlopaTkoBi 3aX04M 3 MiHIMi3a1lll PU3HKIB:

HaBuanbsHi MaTepianu 1Jis Malli€HTIB:

- Kaptka-namsiTka 11 naiienra

Baxusuii inentudikoBanuii pusnk: I'enaTtorokcu4HicTh

3axoau 3 MiHIMI3aIlil pU3UKIB

[Hdopmariiss po pU3MK MICTHTHCS B TaKuX po3ainax IM3:
«OcobnmBocTi  3actocyBaHHA», «lIpoTumokazanus» Ta
«DapMaKOKiHETHKAY.

[Hmi  3axomu 3 MiHIMI3amil PU3HMKIB  BKIIOYAIOTh
PELENTYPHHIA CTaTyC JIIKapChKOTo 3ac00y.

JlonaTkoBi 3aX0Au 3 MiHIMi3allil PU3HKIB:

HaBuanbpHi MaTepianau 1Jis Malli€HTiB:

- KapTka-namsiTka i narienra

BaxauBuii noreHuiiauii pusuk: Bzaemonis 3 cydocTparamu, iHAyKTOpaMu 4M iHridiTopamu
i3oen3umiB nuroxpomy P450 CYP 3A4 T1a CYP2C9 (BKIIOYAIOYHM TOPMOHAJIBHI
KOHTpauenTuBH, CuJIIeHa(il Ta aHTUPETPOBIPYCHI IpenapaTu)

3axoau 3 MiHIMI3alii pU3HKiB

PyTunHI 3ax011 3 MiHIMI3a1lil PU3UKIB:

[adopmariis mpo pU3UK MICTUTHCS B Takux po3ainax IM3:
«OcobmuBoCTi 3acTocyBaHHs», «B3aemomis 3 iHIIUMU
JIKQpCBKUMU ~ 3aco0aMu  iHINI  BUAM  B3aEMOJIN»,
«3acTocyBaHHS Yy TIepiojJ] BariTHOCTI abo ToOXyBaHHS

TPYAIIO».

[Hmn  3axomu 3 MiHIMIZamii  PUBMKIB  BKIIIOYAIOTh
pElenTypHHIA CTaTyC JIKapChbKOTo 3ac00y.

JlomaTkoBi 3aX0u 3 MiHIMI3a1li PU3HKIB:

HaBuanbHi MaTepianu Ass NaIli€HTIB:

- KapTka-namsTka 171 nauieHTa (3acmocosHo minvKu ujooo
83A€MOOTT 3 20PMOHAILHUMU KOHMPAYENMUBAMU)

I1.C IInan nicasipeecTpaniiHOro po3BUTKY

I1.C.1 JocaigxeHHsl, AKi € YMOBOIO [IJIf BUAAYi pe€cTPaniiiHOr0 NMOCBiA4YeHH
Hemae xoaHUX HOCHIPKEHb, 5Kl Oyau O yMOBaMM JJIs BUAAYl peecTpaliifHoro nocBiaueHHs abo
Masu 6 OyTu 00O0B'S3KOBO IIPOBEICHI JIJIs JTIKapChKoro 3aco0y bozentan AKKop.

I1.C.2 Tnui gocaixzkeHHs B IUIaHI MicasipeecTpaniiiHOro po3BUTKY
Jns nikapeskoro 3aco0y bozentan Akkopa, HeMae HEOOX1THOCTI y TPOBEACHH1 1OCI1KEHb.



