IHCTPYKIIA
JJIS1 MEIUYHOT0 3aCTOCYBAHHS JIKAPCHKOI0 3aC00y

TPAMIKC®
(TRAMIX)

Cknao:
Oiroua peyoguna: 1 Ml pO3UMHY MICTUTh TPaHEKCaMOBOI KUCIIOTH y niepepaxyHKy Ha 100 % pedoBuny 100 wmr;
O00NOMIdICHA pevosuHa: BOJA IS 1H €Ki

Jlikapcbka ¢gopma. Po3unn 11s iH’ €KIIHN.
OcHosHi izuko-ximiuni enacmueocmi: Ipo3opa 6e30apBHa piAUHA.

dapmakoTepaneBTHYHA rpyna.
AHTuremopariyti 3acoou.luriéiTopu GpidpuHOmIIzY.
Kox ATXB02A A02.

Dapmakonoziuni e1acmueocmi.

Dapmaroounamixa.

TpanekcamoBa KucioTa — aHTH()IOpUHOIITHYHUI 3aci0, m0 criennivHo iHri0ye akTHUBaIiI0 TPOoiOPHHOIIZHHY
(mma3MiHOTeHy) Ta Horo nepeTBopeHHs Ha GiOpuHOMI3KH (T1a3MiH). YUHUTH MICLIEBY Ta CHCTEMHY T€MOCTaTHYHY
JUI0 IIPU KPOBOTEYAX, OB’ SI3aHUX 13 MIABULICHHIM (PiOpHHOIII3Y (11aToIoris TPOMOOLUTIB, MeHoparii). Takox
TpaHEKCaMOBa KUCJIOTA HUIAXOM CTPUMYBAHHsI YTBOPEHHS KIHIHIB Ta 1HIIWX aKTUBHUX NENTUIIB, 10 OEPYTh
y4YacTh B QJIEPTIYHHUX Ta 3aMAJIbHUX PEAKIifAX, YUHUTH MPOTU3ANIAIBbHY, IPOTHAJIEPTiYHY, MPOTHIHPEKIIIHY Ta
NPOTUITYXJIMHHY ii. EKcriepuMeHTaabHO MiATBEp/PKEHA BIaCHA aHAJINE€THYHA aKTUBHICTh TPAHEKCaMOBOL
KHCJIOTH, a TAaKOX 37aTHICTh MOCUJIIOBATH 3HEOOJIIOBAJIbHY [II10 OIIaTiB.

Dapmarokinemuxa.

Po3noninseTscs y TKaHMHAX BITHOCHO PIBHOMIPHO (32 BUHATKOM CIIMHHOMO3KOBOT PIIUHU, /1€ KOHIIEHTpaIlis
ctaHoBUTh 1/10 Big mIa3MoBo1); MPOHUKAE KPi3b reMaToeHedaTiuHuii 1 IaneHTapHui 6ap’ep, y TpyIHe MOJIOKO
(6mm3pko 1 % koHueHTpauii y miua3Mi Matepi). Takoxx npenapar NpoHUKAE y CIM SHY PIIUHY, A€ 3HUXKYE
(b10pUHONITUYHY aKTUBHICTD, alie HE BIUIMBA€E Ha Mirpailito cnepmaro3oinis. [louaTtkoBuit 00’em po3noainy — 92 i
. 3 Okamu 1ia3mu (podiOpUHOII3UHOM) KOH IOryeThesl MeHIe 3 %.

AHTU(hIOpUHOMITUYHA KOHIICHTpAIIis Y Pi3HUX TKaHWHAX 30epiraetscs 17 roauH, y miaa3Mmi — 10 7-8 TOAMH.
Mertabo:mi3yeThcsi He3HaUHa YacTHHA. KprBa «KOHIEHTpatis-4ac» Mae TpudasHy Gpopmy 3 Iepiofom
HaIiBBUBEIEHHS Y TepMiHaNbHIHN (a3i — 2 ronuHu. 3aralbHUIl HUPKOBUH KITIpEHC JOPIBHIOE I1a3MOBOMY (7 J1/Tox).
BuBoauThCs HUpKamu (OCHOBHHH IIISIX — TIIOMEpyIsipHa (inmbTpartis): 6m3bko 95 % y He3MiHEHOMY BHTIISII
MPOTSIroM nepmux 12 roaus.

InenTudixoBano 2 MeTaboiTH TpaHEKCaMOBOI KUCIOTH (N-alleTHIIbOBaHUH Ta JAe3aMiHOBaHHN ).

[Tpu nmopyienHi GyHKIIT HUPOK iICHY€ PU3UK KYMYJISIIii TPAHEKCAMOBOI KHCTIOTH.

KutiHivyHI XapaKTepUCTHKH.

Ilokazannusa.

KpoBoteua abo pusuk kpoBOTeUi pu MOCcHIeHH] (iOpUHOII3Y, SIK TeHEepalIi30BaHOro (KpOBOTEYa i Yac oneparii
1 B IicysionepanifHomMy nepiofi, MicisAnooroBa KpoBoTeua, pyyHe BiIIUICHHS MOCIITY, BIAIIApyBaHHs XOpIOHa,
KpOBOTEYA MPH BariTHOCTI, 37I0SIKICHE HOBOYTBOPEHHSI MiALTYHKOBOI Ta MEPEAMiXypOBOi 3a103, reMopiis,
reMopariuHi yckiagHeHHs npu GiOpUHOMITUYHINA Teparii, TPOMOOIMTONICHIYHA Ty PITypa, JISHKO3H, 3aXBOPIOBAHHS
MEYiHKY, ONEPETHS Teparisi CTPENTOKIHA3010), TaK 1 MICIIEBOTO (MaTO4YHa, HOCOBA, JIET€HEBA, IILITyHKOBO-
KHIIKOBA KPOBOTEY1, FeMarypisi, KpoBOTEUA MicCJisl MPOCTATEKTOMIT, KOH13a1lli MKW MaTKU 3 IPUBOY KapLIUHOMH,
eKCTpakiii 3y0a y XBOpUX 3 reMopariyHum aiate3oM). OnepaTuBHI BTpyYaHHs Ha C€40BOMY MiXypi. XipypriuHi
MaHINyJIsLIi IPY CUCTEMHIN 3analIbHINA peakiii (Cerncuc, NepuTOHIT, TAaHKPEOHEKPO3, TSKKUN 1 CepeTHBOT TAKKOCTI
recTo3, IOK Pi3HOI €TIONOTi] Ta 1HII KPUTUYHI CTaHu).



Ilpomunokazanns.

- IligBuieHa 4yyTIMBICTB J0 Mpemnapary;

- TpoMOOEeMOOITIUHI 3aXBOPIOBAHHS B aHAMHE31,
- BHCOKHIl pU3UK TPOMOOYTBOPCHHS;

- MakKpOCKOIIiYHa reMaTypis;

- KoaryJionaris BHacliZloK JU(y3HOro BHYTPIIIHbOCYAUHHOTO 3ropTanHs KpoBi ([IB3K-cunapom) 6e3 3HauHOT
axTuBamii GiOpuHOII3Y;

- 1H(apKT MioKapaa;
- cyOapaxHOilaaTbHUN KPOBOBUJIUB;
- TOPYIIECHHS KOJIBOPOBOTO 30DY;

- TSDKKA HAPKOBA HEJIOCTATHICTH (PU3HMK aKyMYJISIIT).

Ocoonuei 3axo00u 6e3nexu.
Jlnst yHUKHEHHS apTepialbHOI rinepTeHs3ii npenapar ciiiji BBOAUTH MOBLILHO, He Oijblle | M Ha XBUJIHMHY.

B3aemodia 3 inmumu nikapcoKumu 3acovamu ma iHuwii 6UOU 63a€MO0Ill.

Yepes 0OMexKeHICTh TaHUX BUCOKOAKTHUBHI MPOTPOMOIHOBI KOMIUIEKCH Ta iHIN aHTH(IOPHHOIITHYHI areHTH,
AHTHIHT101TOPHI KOAryALiiHI KOMIUIEKCH HE CITiJl 3aCTOCOBYBAaTH OJJHOYACHO 3 TPAHEKCAMOBOIO KHCIIOTOIO.
TpaHekcaMOBY KUCJIOTY MOKHA 3MIITYBaTH 3 OLIBIIICTIO PO3UMHIB (€IEKTPOJIITH, PO3YUH IITFOKO3U, TPOTHILIOKOBUI
PO3UKH).

[Tpu BHYTPIIIHLOBEHHOMY KPAaIUIMHHOMY BBEJICHHI MOKHA JIOJIaBATH T'eIIapPHH.

CywMicHa Teparis XJIOpIPOMa3HHOM 1 TPaHEKCaMOBOIO KHCIIOTOIO Y TMAlli€HTIB 13 cyOapaxHoiJalbHUM
KPOBOBHJIMBOM MOY€E MPU3BOJUTH JI0 CIIa3My MO3KOBUX CYAMH 1 LIepeOpasbHOI 111eMii, TAKOK MOKIIBE
3HIDKEHHS 11epedpaIbHOro KPOBOOOITY.

Tpamikc® HecyMicHHIA 3 TpenapataMu KPOBi, PO3YNHAMH, 1[0 MICTSTh MICHIIIIIH, TIIIEPTCH3UBHI 3aC00U
(HopeninepuH, 1e30KcieniHePppUHY TAPOXIOPUI), 3 TETPATUKIIHAMH, TUIIPUIAMOIIOM, Jia3eTIaMOM.
HecymicHwmii 3 ypoKiHa3010, OKpiM BHITaJKiB 3aCTOCYBAaHHS SIK aHTUIOTY MICIIA i Iepe103yBaHHs.

ITpu oHOYaCHOMY 3aCTOCYBaHHI 3 €CTPOr€HaMU 1CHY€ TEOPETUYHUN PU3HK MTIABUILEHHS TPOMOOYTBOPEHHS.

Ocoobnuseocmi 3acmocyéanns.

TpaHekcamMoBa KUCIIOTa BUBOJUTHCS MEPEBAXKHO 3 CEUCIO Y HE3MIHEHOMY BHUTJISIII, TOMY HAIliEHTaM i3

HNOPYUIEHHSAM (YHKILII HUPOK PEKOMEHY€EThCS 3MEHIIIUTH 103y 1 KIIBKICTh BBEICHb (AMB. po3aiil «Crocid
3aCTOCYBaHHS Ta JIO3U»).

[Tpu nikyBaHHI TeMaTypii HUPKOBOTO T'eHe3Y MiJBUIIYETHCS PU3HK MEXaHIYHOI aHypii BHACTIIOK YTBOPEHHS 3TyCTKa
B ypeTpi.

V mani€enTis, SKi 3aCTOCOBYBAJIM TPAaHEKCAMOBY KHCIIOTY, MOYJIMBI BUIIA/IKM BEHO3HOT'O 1 apTepiajibHOrO

TpoMO03y uu Tpomboemobotii. KpiM TOro, TpaHeKCcaMOBY KHCIIOTY HE CJIiJT 3aCTOCOBYBATH IAIlIEHTaM 13
TPOMOOEMOOIIIYHOIO XBOPOOOIO, OCKLIBKH 1CHY€E MiIBUIEHUH PU3UK BUHUKHEHHS BEHO3HHUX M apTepialbHUX
TpOoMOO3iB.



TpaHekcaMOBY KHCIIOTY HeE CIIiJl 3aCTOCOBYBAaTH OAHOYAacHO 3 kKomIuiekcoM (akropa X (Factor IX complex) un
AHTHIHT10ITOPHUMHE KOATYJISAIIHHUMHU KOMIUIEKCAMHU, OCKUTBKH MOXE ITiIBUIITUTHCH PU3UK YTBOPEHHS TPOMOO3iB.
CywMicHa Teparis XJIOpIPOMa3HHOM 1 TPaHEKCaMOBOIO KHCIIOTOIO Y TMAlli€HTIB 13 cyOapaxHoiJalbHUM
KPOBOBHJIMBOM MOY€E MPU3BOJUTH JI0 CIIa3My MO3KOBUX CYAMH 1 LIepeOpasbHOI 111eMii, TAKOK MOKIIMBE
3HIKEHHS 11epedpaIbHOro KpOBOOOITY.

[ToBimOMIISITOCH TTPO BUHUKHEHHS CYZ0OM Ha ()OHI 3aCTOCYBaHHS TPAHEKCaMOBOI KUCIIOTH. 3a3BUYai CyIOMU
BUHUKAJIU MICIs BHYTPILIHHOBEHHOT'O BBEACHHS BEJIMKUX J103 ITperapary.

[Tin gac JiKyBaHHS MPOTATOM KUIBKOX JIHIB HEOOXITHE CITOCTEPEIKCHHS O(TAIBMOJIOTA 3 IIEPEBIPKOIO TOCTPOTH
30py, MOJIEH 1 KOJILOPOBOT'O 30pY, OIJIAIOM OYHOI'O JIHA Y 3BA3KY 3 MOKIMBHUM 3aKyHOPEHHSM CYAMH CITKIBKH 1
LEHTPAJIbHOI PETUHAIBHOI BEHH.

3acmocyeanns y nepioo sacimuocmi abo 200y8aHus 2pyooro.

Hemae nanux mpo afiekBaTHi i CyBOpO KOHTPOJIbOBaH1 KJIIHIYHI JOCTIIKEHHS O€3MEKH 3aCTOCYBaHHS
TPaHEKCaMOBOI KUCIIOTH i1 9ac BaritHOCTI. [IpoTe BiIOMO Tpo BiJICYTHICTh TEPATOTEHHOTO Ta eMOPIOTOKCHIHOTO
edexTiB. OMUCaHO 3aCTOCYBAaHHs TPAHEKCAMOBOT KUCIIOTH AJIsl reMocTaTuyHoi Tepamii y I-11 Tpumectpi BariTHOCTI
NIpHY 3arpo3i BUKHUIHS, [0 Aa€ 3MOTY HIBHJIKO 3aI00IrTH 3arpo3i epepruBaHHs BariTHOCTI 1 CHIPUsE YCIIITHOMY
NPOTiIKaHHIO BariTHOCTI. O/IHAaK TpaHEKCaMOBY KHMCJIOTY CJIiJl MPU3HAYaTH BariTHUM TUIBKH y pasi, SKILO O4iKyBaHa
KOPHUCTBH MEPEBHIITY€ TTOTCHIIHHI PU3HKH.

[Tpenapat 3aCTOCOBYIOTH IIPH BEJICHHI MOJIOTIB Ta KECapeBOMY PO3THHI B 3BUYAHUX J03aX.

B He3HauHi# KUTBKOCTI TpaHEKCaMOBa KHUCJIOTA MMPOHUKAE Y TPYAHE MOJIOKO. Y TepioJ] roIyBaHHs TPYIII0, CIIif
BUPILIUTH NUTAHHS PO MPUITMHEHHS I'PYIHOTO BUTOJOBYBAHHS.

30amuicmob enaueamu Ha WEUOKICMb pearyii npu Kepy8anHi agMompancnopmom abo iHuUMU Mexanizmamu.

ITpu 3actocyBanni Tpamikcy® y 3BHUaiiHUX 033X MOKJINBE BHHUKHEHHS 3aIIaMOPOYCHHSI 1 apTepiaibHOT
rinoTeH3ii, MOTipIIeHHs SKOCTI KOJIbOPOBOTO CIIPUIHATTS 1 YITKOCTI 30py, TOMY B HEepioj JIKyBaHHS CIIiJl YHUKATH
KepyBaHHS aBTOTPAHCIIOPTOM a00 poOOTH 31 CKIIAJHIMU MeXaHi3MaMH, siKa repeadadae HeoOXiHICTh
KOHIIEHTpAIlli yBaru Ta MBUIKOCTI peaKlii.

Cnocio 3acmocysanna ma 003u.

Tpamikc® BBOASATH TIUTBKH BHYTPIIIHHOBEHHO (KPATLUTHHHO, CTPYMHHHO).

Pexum o3yBaHHS 1HAMUBIIyallbHUHN, 3aI€KUTH BiJ] KITIHIYHOI CUTYAIII].

IIpu eenepanizosarnomy ¢iopuroniziBBOIATH y 10311 T (2 ammynu o 5 mi) abo 15 Mr/kr Macu Tina KOxHi 6-8
TOJIMH, BHYTPIIIHEOBEHHO MOBLIBHO (IIBUIKICTH BBEECHHS — | MII/XB).

Ipu micyesomy ¢hibpurHonizi pEKOMEHIYEThCS 3aCTOCOBYBATH ipernapar y 1031 Bijg 0,5 T (1 ammymamo S M) jo 1 v
(2 ammynu o 5 M) 2-3 pas3u Ha 100y, BHYTPIIIHOBEHHO MOBLIBHO (IIBUIKICTH BBEICHHS — | MII/XB).

Ipu npocmamexmomii abo onepayii Ha cenosomy mixypi BBOIAATH IMiJT 9ac onepartiil T, motiM no 1 T koxHi 8
TOJIMH MPOTSATOM 3 JIHIB, MICJ YOTO MEePEXOAATh Ha MPHioM TabaeToBaHOT OPMU 10 3BHUKHEHHSI MaKporeMaTypii.
SIK1I0 iCHY€ BEIMKHIA PU3UK PO3BUTKY KPOBOTEUI IMPH CUCTEMHIN 3aNalIbHIH peakilii, pPeKOMEHIYIOTh
3acTocoByBaTH mpemnapar y 1031 10-11 mr/kr 3a 20-30 XB 10 XipypriyHOro BTpy4YaHHSI.

Xeopum Ha Koazynonamiro neped eKCmpaxyiero 3ydanpenapar BBOJIATh y 1031 10 Mr/kr macwu Tina, micis
eKcTpakiii 3yba y TabieroBaHiii popmi mpoTsIrom 2-8 qHIB (3aJI€KHO BiJl TPUBAIOCTI MEPioy 3SHUKHEHHS
Makporemartypii).

J171st BHYTPIIIHEOBEHHOT'O BBEJICHHS IIperapar po3BOAATh y CTaHAapTHUX 1H(Y31MHUX po3unHax. ['0TyBaTu po3uuH
HEOOXITHO TMepe]l CaMUM BBEACHHAM. Y PO3UYHWH IS 1H €KI[IH MOKHA JTOJaBaTH TeMapyH. 3aCTOCYBAaHHS Pa3oM 3
rermapuHoM Oe3IedHe.

Topywenns @pyHkyii HUPOK.

TpaHekcamMoBa KHUCIOTa BUBOJAUTHCS MEPEBAKHO 3 CEUCIO0 Y HE3MIHEHOMY BUTJISIL, TOMY MAIllEHTaM 13
MOPYUICHHSAMHU (QYHKIIi HIPOK PEKOMEHIYETHCS 3MEHITYBATH JJO3H.

J71st BHYTPIIIHEOBEHHOT'O BBEJICHHS TIperapary 03y NOTpiOHO BiAKOPUTYBATH:



KiipeHc kpeaTHHiHy Jlo3za

120 — 249 MKMOJIB/JI 10 Mr/Kr  Macu Tina 2 pas3u Ha 100y

250 — 500 MKMOIB/1 10 Mr/kr Macu Tiza KOXHI1 24 TOIUHU
> 500 MKMOJIB/II 5 MI/KT Macu TijIa KOXHI 24 roauHu

THopywenns ¢ynxyii neuinku.
[Tpu 3axBOPIOBaHHSIX MEYIHKH KOPEKITis 103U HE TOTpiOHA.

Iimu.
Jlnst miTeit BikoM Big 1 poKy MakcuMalibHa 1000Ba J103a cTaHOBUTH 10 20 Mr/kr Macu Tina. Pa3zoBa mo3a He
MMOBWHHA TlepeBulyBaTu 10 MI/Kr Macu Tina.

Ilepeodo3ysanns.

VY pasi nepeo3yBaHHS MOKIIUBI HY10Ta, OJIFOBaHHSI, OPTOCTaTUYHA TIMOTEH31s, CyI0OMH, TOJIOBHUH OiIb,
3amamMopo4eHHs. JIikyBaHHSI CHMIITOMaTHYHE, IMOKa3aHui (opcoBanuii aiype3. HeoOXimHo miaTpUMyBaTH BOIHO-
COJILOBUI OajlaHC.

MoskiiiBe BUHUKHEHHS TPOMOO31B, y CXUJICHUX JI0 ITLOTO TAIIE€HTIB.

Ioo6iuni peakuii.
3 60Ky iMyHHOI cucmemu: aneprivfi peakuii (BUCHUII, cBepOiX, KPONIMB’ THKA, BKIIIOYAI0UX aHA(ITaKTHYHI peakiii).

3 boky mpasHoi cucmemu: Hy10Ta, OJIOBaHHS, JTiapes.

3 6oky cepyeso-cyounHoi cucmemu. apTepiaibHa TinoTeH3is (P MIBUAKOMY BHYTPIIITHHOBEHHOMY BBEJICHHI),
TpoM603 200 TpoMOOEeMOOTisI.

3 6oky opeanise 30py: MOPYUICHHS KOJTLOPOBOTO 30PY, HEUITKICTH 30DY.

3 60Ky Hep6060i cucmemu: 3aIAMOPOYCHHS, CYJIOMH (0COOIMBO TIPH MOPYIICHHI YMOB 3aCTOCYBaHHS).

Tepmin npuoamnocmi. 2 poxu.

YMoBu 30epiranus.

30epiraTy B OpUriHAJIBHIN YIAKOBII MTpH Temreparypi He Buie 25 °C.

He 3amoposxyBatu. 30epirat y HEIOCTYITHOMY TSI NITeH MiCIIi.

YnakoBka.

[To 5 M1 B ammydi, o 5 aMIyJ1 y KOHTYpHiil YapyHKOBIH yNakoBIli; o 1 KOHTYpHiil YapyHKOBIH yIakoBIl B MadIli;
o 5 MJI B aMITyJIi, O 5 aMIyJ1 y KOHTYPHIN YapyHKOBIH YITaKoBIIl; 1O 2 KOHTYPHI YapyHKOBI YIIAaKOBKH B TIAYIli.
Kareropis Biamycky. 3a peuentom.

Bupoouuk. [TAT «"amudadapm».

Micue3Haxo/:KeHHsI BUPOOHUKA Ta HOro ajpeca Micusi NPOBAJAKeHHS TislJIbHOCTI.
VYkpaina, 79024, m. JIbBiB, Bys. Onpuinkiscka, 6/8.



