Boauu 3a gosuparse
Livmarli (maralixabat) ¥

OBoj Boanu npetcrasyBa edykaTuseH matepujan 3a nekot Livmarli co
Len AONONHUTENHO MUHUMU3MPabe HA BaXKHW oa6paHy pusnLu.

Bes MPOMOTHBHA COAPXKUHA.

WHdopMaLmTe HaseaeHn Bo OBO| edykaTuBeH mMaTtepujan He i 3ameHyBaaT
OHMNe lafieH Bo 30UPHUOT U3BELLTa] 33 0COBUHITE Ha NEKOT.

V' Osojnexe MPEAMET Ha JononHuMTenHo cnefere. OBa 0BO3MOXyBa 6p30
MOEHTUUKYBaE Ha HOBI Be3besHOCHN UH(bopMaLK. 3apaBCTBEHUTE
paboTHuuy Tpeba aa ro npujaar eKOj COMHeX 3a HecakaHo [ejcTBO of
0BOj Nek. Hecakauute [ejcTBa of NeKoT MoxeTe [a v npujasute BoO
HauuoHanHuot LeHtap 3a (hapmakoBurunaHya npu AreHupjata 3a
TEKOBY 1 MefnLHeKK cpeacTsa (yn. Cs. Kupun u Metoauj 6p.54 kar 1)
VI TI0  eNeKTPOHCKM naT npeky BeG cTpaHaTta Ha AreHuujara
http://malmed.gov.mk/. [lononHuTenHo, HecakaHuTe HejcTRa Of nekor
MOXeTe [ia ' MpujaBuTe 1 Kaj HOCUTENOT Ha 0f0 ;
VHO-MEWKC JOO - Ckonje
yn. JopaaH XalukoHCTaHTUHOB- LinHoT 6p. 19
1000 Cronije, P. Cesepa MakenoHuja
KoHTakT: AHrena Mupuecka JaHescka
OpnrosopHo nuue 3a hapmakosurunaHLa

Ten: 075/782-713
e-nowiTa: angela@ino-medix.mk

OBoj eaykatuBeH MaTepujan MoxeTe aa ro HajaeTe Ha Be6-cTpaHMuUaTa
Ha AreHuujaTa 3a NeKkoBM U MeULIMHCKN cpegctaa (MANIMED) Bo penor
3a  QapmakosurunaHua/besbegHocHU WH(opMauuu 3a nekoswu/
YnpaByBame €O pPU3MK Ha https://malmed.gov.mk/ynpaByBame-co-
pU3NK
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BOOWY 3A IO3UPAHE
Livmarli (maralixabat)

PE3UME HA BAXHW PU3WLIA 1 NMPEMOPAYAHW NOCTAMKM 3A HUBHA
NPEBEHUWJA WKWK MUHUMU3ALIMJA

OBoj BoAnd 3a fjosmparbe Coppxu MHopMaLUmM 3a npasunHa ynotpeba Ha nekot
Livmarli kaj naLuenTit co nporpecuBHa hamunmujapHa UHTpaxenaTtarHa xonecrasa
(PFIC) Ha Bo3pacT o 3 Mecewy 1 nocTapu.

PFIC e rpyna Ha perku reneTcku saGonyBawa Ha XenaTouenyrapHa
AMChYHKUMIa LTO pesynTipa co HapylleHo hopmipare Ha Xomuka, Koe ce
KapakTepusupa co UHTpaxenaTiiHa xornecTasa co rokaqeHu CepyMeKi Oom4HU
KucenuHu ( sBAs ) u xonectatcku npypuryc. (1)

[opaau NOTEHUMjanHUOT PU3NK OF TOKCUYHOCT Ha EKCLMMMEHCOT MpOMuneH
[MAKON LITO MOXe Aa Ce nojaBaT nopagu HenpaBUMHO 103Upakbe Ha feKoT, Ha
nauueHTUTe Wnunu HUBHUTE cTapateny Tpeba fia UM ce [jajiaT AeTanHi ynaTcTsa
3a pacnopefoT Ha [josupatbe, BONYMEHOT Ha NeKkoT U 13BopoT Ha CoofBeTHa
ronemuHa Ha LWnpuLoT.
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BOOWY 3A JO3UPARE
Livmarli (maralixabat)

YNATCTBA 3A [JOSUPARE W BE3BEJHA YMOTPEBA HA LIVMARLI KAJ NIULIA KOU
BONEQYBAAT Of PFIC

Tabenata nogony ja npukaxysa fosata (8o mL) Ha pacteop Livmarli og 9,5 mg/mL
WTO Tpeba fa ce afAMUHICTPUPA 3a CEKO| ONCer Ha TeIecHa TeXNHa:

MH,E;HBH,Q,‘}HHEH EOfYyMEH HA O03a NO TENecHa

TeXWUHAa Ha naumeHTor’
e By STimealkn
B CLOER CEER  Bonymen
. HanauweHtoT  EELEETHSCEERT
(kg EHEEEERENY
| —nHeBHO (ML)

Bonywmen
ABa naTi —
axesno (mlb)

L
809
10 o 12
13 oo 15
16 oo 19
20 po 24
25 p0 29
30 oo 34
35 no 39
40 no 49
50 po 59
60 no 69
70 no 79
a0 wnu nosucoka |
MoTpebHaTa ronemMiHa Ha WNPMLOBK Ce 0INaEIAl 2]
cudo (0.5 ml). noprokanoeo ( V1 zenedo (2 ml

ApanTupaHo of 361pHMOT U3BeLLTaj 32 0cobUHUTe Ha nekoT (SmPC) Ha LIVMARLIg
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BOOWY 3A JO3UPAIE
Livmarli (maralixabat)

CnepnuTte ynarcTsa 3a fO3MpaK-e BaXaT 3a nauueHTy co PFIC:

MNodveTHaTa fo3a e 285 mcy/kg eaHall AHEBHO,a MOXe
Aa ce sronemu no 1-2 Hegenu Ha 285 mcg/kg ABanatu
AHEBHO ( HAyTpO 1 HaBe4ep )

Mo 1-2 Hepenu, go3aTa MoXe Oa ce 3rofemu Ha 570‘mcg/kg
ABanatu AHEBHO AOKOMKY € KNUHWUYKA NHAWLMPAHO, BO
3aBUCHOCT Of1 Tornepalujata.

MakcumanHuoT AHeBeH BonyMeH Ha [o3a 3a
naupneHT Hapg 50 kg e 6 mL (57 mg)

285 mcg/kg OBanatu AHEBHO € MakcumarnHara npernopayaHa
Ao3a 3a criegHnTe nonynawluu- nopagun cogpXxuHara Ha
MPONUMEHITINKOI :
o [lauueHTn nop 5 roanHu
o [lauueHTn co ymepeHo oliTeTyBake Ha LipH1ST Npob
o [MaumneHTu co bybpexHa nHcypuLmMeHLia {Knuper: Ha
KpeatuHuH CrCl = 30 1 <60 mL/min)
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BOLKWY 3A NO3UPAHE
Livmarli (maralixabat)

HaunH Ha ynotpe6a: LIVMARLI ce ynoTpebyBa nepopanHo npeky Linpuy 3a
nepopasHa ynotpeba, of cTpaHa Ha NULETO Koe ce rpuky 3a NaLueHToT unu of
naLeHToT, npeq janete (4o 30 MuHYTM) UnK co oBpoum, HayTpo Mpu Ao3npare
CAHall HEBHO W HayTpO U HaBevep NMpy [o3upatbe ABanaTit AHEBHO. [IMPeKTHOTO
Mellare Ha nepopanHuot pactop LIVMARLI Bo xpaa unm nujanok npep ynotpeba
He € 1cTaHo 1 noTpebHO e ucToTo fa ce usbertysa. Bo cekoe wite LIVMARLI ce
BKJIYHEHI TPW ronemuHin Ha nepopantu wnpuyosn (0,5 ml, 1 ml, u 3 ml). Tabenara
florope v HaBe/yBa COOLBETHUTE roNeMuHN Ha LINPULIOBY 3a Nepopanta ynoTpe6a
3a CeKoj Ofcer Ha TenecHa TexuHa.

HyBare u pakyBarbe: 1o npsoTo OTBOpak€e Ha LUMLLIeTo, NEeKOT Mopa Ja ce
ynoTpebu Bo pok of, 130 fieHa Ha Temneparypa nog 30°C. o oBoj nepuog, WwnieTo
'HEToBaTa CoflpXuHa Mopa fja ce (pnar, [Iypu v ako LWNLLETO He e npasHo. YnieTo
Tpeba fa ce 4yBa BO OPUrMHANHOTO nakyBate 3a fja ce 3alTUTW O[] CBETINHA.
[NepopanHuTe WNPULIOBI MOXe Aa Ce UCTNakHaT co BoAa, fa ce ucy :
VI OBTOPHO Aa ce KkopucTat Bo nepuog of 130 feHa. Henckopucrs
OTnafeH matepujan tpeba fa ce OTCTPaHW BO COrMAcHOCT cO 3
bapatba.
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BOMWY 3A IO3UPAKE
Livmarli (maralixabat)




BOOWM 3A JO3UPAILE v
Livmarli (maralixabat)

MpujaByBarse Ha HecakaHu AejcTBa

[pujaByBarbeTO Ha CeKoj COMHEX 3a HecakaHo [gjCTBO 0f NIEKOT & Of roieMa BaXHoCT.
Co T10a ce 0BO3MOXYBa KOHTUHYUPAHO Criefete Ha OfIHOCOT KOPUCT-PU3UK Of
ynotpebata Ha nexot. 3apaBcTBeHuTe paboTHULM Tpeba Aa ro npujasaT cekoj COMHeX
38 HecakaHo [ejcTBO Off INIeKOT [MPeKTHO BO HalWoHanHMOT LjeHTap 3a
papmakoBurunaHla npu AreHuujata 3a fekoBi U MeOuLMHCKM cpencTsa (yn. Ca.
Knpun u MeToguj 6p. 54 kat 1) unm no enexTpoHcku nat npeky BeG-cTpaHuyata Ha
areHuujata http://malmed.gov.mk/.

[lononHuTtenHo HecakaHuTe [ejcTBa Of NEKOT MOXeTe Ja i npujasuTte u Ao
HOCUTENOT Ha 0f0BPEeHNETO 3a YBO3:

MHO-MEJMKC [OO - Ckonje

yn. JopfaH XaiukoHcTaHTuHoB- LinHot 6p. 19-5
1000 Ckonje, P. CeBepHa MakepnoHruja

KoHTaKkT: AHrena Mupuecka JaHeBcka
OproBopHo nuLe 3a dapmakosurunaHLa

ten: 075/782-713
e-nowTa: angela@ino-medix.mk
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(1) Davit-Spraul A, Gonzales E, Baussen E, et al. Progressive familial
intrahepatic cholestasis. Orphanet J Rare Dis 2009; 4:1
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