IHCTPYKUIA
JJIS1 MEIUYHOT0 3aCTOCYBAHHS JIKAPCHKOI0 3aC00y

HEOTPAHEKC

Cknao:

diroya peyoguHa: 5 MIl pO3UYUHY MICTUTh TpaHekcaMoBoi kucinotu 500 mr;

00noMidiCHa pewosula: XJIOPUCTOBOAHEBA KUCIIOTa KOHIIEHTpoBaHa (11 kopekmiipH no 6,5-7,5),
BOJA I 1H €KIIIH.

Jlikapcbka ¢gopma. Po3unn 11s iH’ €KIIHN.
Ocnogni gizuxo-ximiuni enacmugocmi.: mpo30puii 6€30apBHUT POZUMH.

dapmakoTepaneBTHYHA rpyna.
AHTuremopariyti 3acodu. [uridiropu GiOpuHOMIZY.
Kox ATXB02A A02.

Dapmakonoziuni e1acmueocmi.

Dapmaroounamika.

Heotpanekc — antudidposnituanunii 3aci6. TpanekcamoBa KHCIOTa KOHKYPEHTHO 1HTIOy€ aKTHUBAIIO TUIA3MIHOTEHY
Ta MOro nepeTBOpeHHs Ha Iu1a3MiH. YMHHUTE TeMOCTaTUYHY A110 IPU KPOBOTEeUaX, OB’ I3aHUX 13 MiABUILICHHAM
¢bi0puHOITIZY, a TAKOK MPOTHANEPTIYHY Ta MPOTH3AMAIBHY IO 32 PaXyHOK CTPUMYBAHHs YTBOPEHHS KiHIHIB Ta
IHIIMX aKTUBHUX MENTUIIB, sIKI OEpyTh y4acTh B aIepPriuHUX Ta 3aMajbHUX PEaKI[isiX.

Dapmakoxinemuxa.

[Ticng BHYTPIIIHBOBEHHOTO BBEJICHHS 03U | T MJIo11a MiJi KPUBOIO «KOHIIEHTPALlIs-4acy MOKa3ye
TPHUEKCIIOHEHIIHY KIHETHKY 3 CEpEeIHIM IepioIoM HaIliBBUBEACHHS MPUOIM3HO 2 TOAWHU Y KiHIEBiH (a3i
eniminaiii. [TouaTkoBuit 00’eM po3noainy cTaHOBUTH puOan3Ho 912 1. ExckpeTyeThes 3 ceueto. BuBoautsest
HUPKaMH IIIISIXOM KITyOOUYKOBOI (inbTpanii. 3araabHuid piBeHb eKCKpellii HUpKaMH €KBIBaJICHTHUH 10 3arajibHOTO
kiipeHcy mia3Mu KpoBi (110-116 mn/xB). ITonan 95 % BBeneHOT 1031 BUALISAETHCS 3 CEUCIO Y HE3MIHEHOMY
BUTJISIII. BUBECHHS TpaHEeKCaMOBOI KHCIOTH CTAaHOBUTH MPUOIH3HO 90 % mpoTsirom 24 ToauH micis
BHYTPIIIHBOBEHHOT'0 BBEJICHHA Ipenapaty y 031 10 mr/kr macu Tina. TpaHekcaMoBa KUCIIOTa MPOXOAUTH Yepes3
rutaneHTapauid 6ap’ep. KoHmeHTparist y mynmoBHHHIN KPOBI TiCIs BYTPIITHROBEHHOTO BBEJCHHS NpenaparTy y 1031
10 Mr/Kr Macu Tijla y BariTHUX cTaHOBUTH O6Ju3bK0 30 Mr/n. TpaHekcaMoBa KHUCIIOTa HIBUIKO MPOHUKAE Y
CHHOBIQJIIbHY PiIMHY 1 CHHOBIAIbHY 000JIOHKY. Y CHHOBIaJIbHIN PiIMHI TOCATa€E TOTO K PiBHS KOHICHTpAIlii, 1110 i B
cuposariii kposi. [lepion HamiBBUBEIEHHS TPAaHEKCAMOBOI PIAMHHA CTAHOBUTH O1M3bKO 3 roauH. KoHnenTparis
TPaHEKCAaMOBOI KMCIIOTH Y KPOBI HM)KYA, HIK B IHIIMX TKAaHUHAX. Y TPYJTHOMY MOJIOII KOHIIEHTpAIlis CTAHOBHUTH
6mu3bko 1/100 mikoBOi KOHIIEHTpaIlii y cupoBartili KpoBi. KoHIleHTpallist TpaHeKCaMOBOi KUCIIOTH B
1epeOpoCIiHANBHIN PiFHI CTAHOBUTH 0yM3bK0 1/10 Bif m1a3mMoBoi, y BHYTPIITHBOOYHIH pianHi — npubauzHo 1/10
BIJI IUTA3MOBOI.

KutiHivyHI XapaKTepUCTHKH.

Ilokazannusa.

KpoBoteua abo pu3uk KpoBOTEUi pu MOcHIIeHH] (iOpUHOIIZY, SIK TeHEepalli30BaHOro (KpoBOTeUa i yac oneparii i
B TIiCIIsIOTIepaniiHOMY Tepioli Ha epeIMiXypoBiii 3a11031, reMopariyHi yckiaaHeHHs GpiOpHHOIITHYHOT Tepartii), Tak
1 MicIeBOro (MaTKOBa, IIIJTYHKOBO-KHUIIIKOBA KPOBOTEUa,KPOBOTEYA MiCIs MPOCTATEKTOMIi, TOH3HIEKTOMI1, KOHi3aIlil
IIMAKA MaTKH, EKCTPaKIii 3y0a y XBOPHX HA TeMOQ1iIIiio).

Ilpomunoxazanus.

[TinBuIIEeHa YyTIUBICTH 10 KUCIOTH TPAHEKCAMOBOI Ta KOMITOHEHTIB, SIKi BXOJSITh /10 CKJIay Tperapary.
TpomOoeMOo0ITiuHI 3aXBOPIOBAHHS B aHAMHE31, BACOKUH PU3UK TPOMOOYTBOPEHHS, TSKKA HUPKOBA HETOCTATHICTH,
MaKpOCKOIiYHa reMaTypis, iHpapKT MiokapAa, cybapaxHOiTaaIbHUI KPOBOBUIIMB, KOATYJIONATisl BHACTIIOK



JT1(Y3HOTO BHYTPIIIHBOCYAMHHOTO 3ropTanHs Kposi (JIB3K-cunapom) 6e3 3HauHOi akTuBauii GidpuHoIizy,
MOPYUICHHS KOJIbopoBoro 30py. Cynomu B anamHesi. [IpoTunokasane npoBeieHHs iHTpaTEeKaIbHUAX Ta
IHTPABEHTPUKYISIPHUX 1H €KLIH.

B3aemodia 3 inwmumu nikapcoKumu 3acodamu ma iHuii 6UOU 63a EMOOIL.

Yepes3 0OMexKeHICTh TaHUX BUCOKOAKTHUBHI MPOTPOMOIHOBI KOMIUIEKCH Ta iHII aHTH(IOPHHOIITHYHI areHTH,
AHTHIHT101TOPHI KOAryALiiHI KOMIUIEKCH HE CIIiJl 3aCTOCOBYBAaTH OJJHOYACHO 3 TPAHEKCAMOBOIO KHCIIOTOIO.
TpaHekcaMOBY KUCJIOTY MOKHA 3MILITYBaTH 3 OLIBIIICTIO PO3UMHIB (€IEKTPOJIITH, PO3YUH IITFOKO3U, TPOTHILIOKOBUI
PO3UKH).

[Tpu BHYTPIIIHFOBEHOMY KPAIUTMHHOMY BBEIEHHI MOXKHA JI0/IaBaTH TeTIAPHHH.

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

3acib He CyMiCHHMIA 3 ypOKiHa3010, HOpaIpEHAIiHy OiTapTpaToM, JIe30KCienmiHe(PHHY TiApOXIOPUIOM,
TUIIPUIAMOIIOM, JTia3eTIaMOM.

3 00epekHICTIO 3aCTOCOBYBATH IALlIEHTAM, SIKi OTPUMYIOTh aHTH()IOPUHOIITHYHY TEpaIiio.

ITpu otHOYaCHOMY 3aCTOCYBaHHI 3 €CTPOr€HaMU MiIBUIIYETHCS PU3HK YTBOPEHHS TPOMOIB.

Ocoobnusocmi 3acmocyéanns.

BHyTpilIHROBEHHI iH’ €KIIIiIBBOANUTH MOBLIBHO. HeoTpaHeke He C1i/l BBOIUTH BHYTPIIIHBOM SI30BO.

[Tpu mBHUAKOMY BHYTPIITHROBEHHOMY BBEJICHHI MOXKIIUBI 3a[1aMOPOYEHHS Ta apTepiajibHa TiMOTeH31s, A
YHUKHEHHSI apTepiasibHOI TIMOTeH3ii mpenapaT CiIiJi BBOAWTH MOBUTBHO 1 B KUTBKOCTI He Oiblie 1 Mr Ha XBHJIMHY.
[Tpu HUPKOBIN HETOCTATHOCTI (3aJIEXKHO BiJl CTYIEHS MiJABHUILIEHHS KPEaTUHIHY CHPOBATKU KPOB1, 3SMEHILYIOTh 103y
1 KUTBKICTh BBEJICHb, TIPU TSDKKi HUPKOBIM HEJJOCTATHOCTI MpenapaT MPOTUTIOKA3aHUH.

[Tpu nikyBaHHI rematypii HIpPKOBOT'O '€HE3y 3pOCTa€e pU3MK MEXaHIYHOI aHypii BHACII0K YTBOPEHHS 3TyCTKa B
yperpi.

[Tepen 3acTocyBaHHSM TPaHEKCAMOBOT KUCIOTH HEOOXITHO OI[IHUTH (PAKTOPH PUZUKY TPOMOOEMOOTIUHHIX
3aXBOPIOBAHb.

Crocrepiraaucsi BUNaJKyd BEHO3HOTO Ta apTepiabHOro TpoM003y 4M TpoMO0eMOoIIil y Mali€eHTiB, sAKi
3acTOCOBYBaM npenapar. Kpim Toro, moBigoMisiiiocs po BUMAAKU 3aKyHOPEHHS CYJUH CITKIBKU 1 HEHTPaIbHOI
PETHHANBLHOI BEHHU, y MAIlI€HTIB 3 TPOMOOEMOOIIYHOI0 XBOp0OO0I0 200 HASIBHICTIO B aHAMHE31 CIIaIKOBUX
TPOMOOEeMOOIIIYHHAX 3aXBOPIOBAHb ICHYE MMiABUIECHIH PH3UK BHHUKHEHHS! BEHO3HUX YH apTepiajbHUX TPOMOO3iB.
Heotpanekc He cnif 3acTocoByBaTH 0HO4acHO 3 npenaparom «Pakrop [X xommieke (Factor IX complex)» abo
AHTHIHT10ITOPHUMH KOATYJISAIIHHUMHU KOMIUIEKCAMHU, OCKUTBKH ITiIBUIITY€THCS PU3UK YTBOPCHHS TPOMOO3iB.
[TarieHTH 3 AMCEMIHOBAaHUM BHYTPIIIHBOCYMHHUM 3ropTaHHsIM KpoBi(/IB3-cunapom), skum HeoOXigHe
JKyBaHHS IpenapaToM, IIOBUHHI MepeOyBaTH ITiJ] HATJISAI0M JIIKaps, SKH Ma€ JOCBiJ Teparlii TAKMX 3aXBOPIOBAHb.
V nanienTis 13/1B3-CUHIpOMOM JiKyBaHHS IOBUHHO OyTH OOMEXEHE TUIbKU Y BUNIA/IKyIIepeBayKaHHsI aKTUBALIii
(biOpUHOMITUYHOT CHCTEMHIIPU TOCTPUX TSHKKUX KPOBOTEUYAX

V nami€eHTiB 3 BUCOKMM PU3UKOM PO3BUTKY TPOMO0OEMO0JIii MOMIINBE 3aCTOCYBAaHHS TPAHEKCAMOBOI KUCIIOTH
pa3om 3 renapuHoM. TpaHekcaMoBa KUCIIOTa HE BIUTMBAE HA MEXaHI3M JIii TemapuHy.

[Tin yac niKyBaHHS MPOTATOM KIJIBKOX JIHIB HEOOXiHE CIIOCTEPEKEHHDPTATIBMOIIOTA 3 IEPEBIPKOIO TOCTPOTH,
HoJIeH 1 KOJIbOPOBOTO 30PYy, OTJISIOM OYHOTO JHA.

3 00epeKHICTIO 3aCTOCOBYBATH TPAHEKCAMOBY KUCIJIOTY Malli€eHTaM, sIKi IPUIMAalOTh NepopanbHi KOHTPALENITHBH,
OCKIUTBKH TIBUITYETHCS PU3UK BHHUKHEHHS TPOMOO3IB.

[Tpu 3actocyBanni HeoTpaHnekcy MOBiIOMIISIIOCS MIPO BUMAKUCYIOM. BITBITICTH3 WX BUMAIKIB OyiH
3apeecTpOBaHi MiCysi BHYTPIIIHBOBEHHOT O 3aCTOCYBAHHS TPAHEKCAMOBOI KUCIIOTH Y BUCOKHX J103aX TpH
npoBesieHH] aopTokopoHapHoro uryHTyBaHHs (AKIL). I[Ipu 3acTocyBaHHI peKOMEHI0BaHUX HU3bKUX J103
HeoTrpanekcy yacToTa BHHUKHEHHSI BHITAKIB CYJJOM ITiCTIsl OTIepalliil Taka >k SK 1y MaIli€HTiB, sIKi He OTPUMYBAJIA
TPaHEKCaMOBY KHCIIOTY.

3acmocysanns y nepioo eazimnocmi abo 200y8anHs 2pyooio.
[Tpenapat mpoTUNOKa3aHUK y TIEpioT BariTHOCTI a00 royBaHHS TPYIIIO.
Ha gac nikyBaHHS penapaToM roJyBaHHS TPYAIIO CIIiJ IPUIUHHUTH.



30amuicmo eniueamu Ha wWBUOKICMb peaKkyii npu Kepy8anHi asmMompancnopmom abo iHUUMU MEXAHIZMAMU.
V BuNajKax BUHUKHEHHS NOOIYHUX peakiii 3 00Ky LIeHTpaIbHOT HEPBOBOI CHCTEMH Ta/abo OpraHiB 30py CIIiJ
YTPUMATHUCS BiJI KEPYBaHHSIaBTOTPAHCIIOPTOM 200 poOOTH 3 IHIIMMHU MEXaHi3MaMH.

Cnoci6 3acmocyeanns ma 003u.

BBoasTH BHYTPILIHBOBEHHO (KPAIJIMHHO, CTPYMHUHHO).

PesxuM 103yBaHHS 1HAMBI Ty adbHHMA, 3AJI€KHO BiJI KIITHIYHOT CHUTYAITil.

[Tpu renepamnizoBaHoMy ¢iOpHHOII31 BBOAATH y pa3oBiil 1031 15 MI/KT Macu Tina KOXHi 6-8 TOuH, IBUIKICTH
BBEJACHHA — | MII/XB.

[Tpu micueBoMy piOpuHOII3I peKOMEHIyeThCs 3acTocoByBaTu mpemnapar mo 200-500 mr 2-3 pa3u Ha 100y .

[Tpu mpocTaTekToMii BBOIATS IiJl yac onepariiil T, moTiM 1o 1 T KokHi 8 TOAWH MPOTATOM 3 JHIB, MICIIS YOTO
NepexoAsTh Ha MPUHOM TabieToBaHOI (POPMHU TPAaHEKCAMOBOI KUCJIOTH 110 3HUKHEHHSI MaKporeMarypii.

SIK1I0 iCHY€ BEIMKHIA PU3HK PO3BUTKY KPOBOTEU, TPH CUCTEMHIH 3amMaibHIi peakiii peKOMEHIYIOTh
3acTocoByBaTu mpemnapar y 1031 10-11 mr/kr 3a 20-30 XBUINMH 10 BTPYYaHHS.

XBOpHUM Ha KOAryJomnaTiio Iepe] eKCTPAKITEro 3yda mpernapar BBOIATE Y 1031 10 Mr/Kkr MacH Tija, micis eKCTPaKIIil
3y0a Npu3HA4Ya0Th NPUHOM BHYTPIIIHBO Ta0JIETOBaHOI (POPMH TPaHEKCAMOBOT KUCIOTH.

VY BUmagkax mopymeHHs BUAUTbHOT (DyHKINT HHPOK HEOOXiHA KOPEKIIis PeXUMY JT03yBaHHS: TIPU KOHIIEHTPAIIi]
KpeaTuHiHy B KpoBi 120-250 mxmomns/1 npusHavyaroTh o 10 Mr/kr 2 pasu Ha 100Y; mpu KoHIeHTpaii250-500
MKMOJIB/T — o 10 mr/kr 1 pa3 Ha n00y; npu koHueHtpamii Outeme 500 MKMOB/1T — 10 5 Mr/kr 1 pa3 Ha
100y .

layienmu nimnb020 BIKY.

V pasi BiACYTHOCTI MOPYIIEHb BUAUIbHOI (DYHKIIIT HUPOK KOPEKLis 103U He MOTpiOHa.

Himu.

PasoBa no3a mist mitelt ctaHoBUTH 10 MI/KT, SIKY BBOASATH 2 pas3u Ha J00Y.

Ilepeodo3ysanns.

MoxyTh crioctepiraTics Hy10Ta, OJIOBaHHS, OPTOCTATUYHI CUMIITOMM, apTepiaibHa TI0TeH31s, 3a1aMOPOYEHHS,
TOJIOBHUM O11b, CYJIOMH.

Jlikyéanus: cMMIITOMaTHYHA Teparisi; moka3zaHuil ¢popcoBanuii aiype3. HeoOxinHO miATpUMYBaTH BOAHO-
COJIbOBHI OajaHc.

Ilo6iuni peakuii.

3 60Ky mpagnoco mpaxmy: Hyf0Ta, OJIOBaHHS, Jiapesi, BITUYyTTS JUCKOM(OPTY y HUTYHKY Ta KHUIICYHHKY.

3 60Ky Hep6060i cucmemu: CyIOMHU, 3aTTAMOPOUYCHHSI.

3 60Ky cepyego-cyounnoi cucmemu: apTepianbHa TirnoTeH3is (0co0IMBO Micis MBUAKOIO BHYTPIIIHBOBEHHOTO
BBEJICHHS), OPTOCTATHYHA TIIOTEH31s, TpOMO0eMO0J1ii, TPOMOO03 IIIMOOKKX BEH, €eMOOJIis JIereHb, TPOMOO03 CYIUH
T'OJIOBHOTO MO3KY.

3 60Ky ceuosudinbHUX WLIAXI6: TOCTPUA HEKPO3 KOPKOBOT'O IIapy HUPOK.

3 60Ky opeanis 30py. NOPYLIECHHS 30y, XPOMATOIICIS.

MoxIuBi peakiii TinepuyTInBOCTi, BKIIIOYAI0UX aHa(iaKcito, MIKipHI BUCUTIAHHS.

Tepmin npuoamuocmi. 3 poku.

YmoBu 30epiranus.
30epiratu npu Temieparypi He Bunie 25 °C B opUriHanbHiN YIaKOBIII.
30epiratv B HEOCTYITHOMY IS JITSH MiCIIi.

Hecymicuicme.

dapManeBTHYHO HECYMICHUH 3 TIpenapaTaMy KpOBi; pO3UMHAMH, 1[0 MICTATh NEHIIIIIIH, TITEePTEH3UBHUMU
3acobamu (HopemiHepHH, 1e30KCieniHePHHY TiAPOXIOPH); TETPAIMKIIHAMHE;, TUITIPUAAMOIIOM; ia3eTIaMOM.
HecymicHmii 3 ypoKiHa3010, OKpiM BUITAJIKIB 3aCTOCYBAaHHS K aHTUAOTY MICIIS TIEpEe103yBaHHS OCTaHHBOI.



YnakoBka.
[To 5 ammyn y KOHTYpHi# ynakoBIii, mo 1 ymakoBIli B KapTOHHii KOpoOIii.

Kareropis Binmycky. 3a peentom.

BupoOHuk.
BIOIHIACTPIA JIJABOPATOPIO ITAJIIAHO MEAITIIHAJII C.ILA.

Micue3HaxonaxeHHs1 BHPOOHHKA Ta ajpeca Micls NPOBAIKEHHS HOro AifAIbHOCTI.
By Jle AMOpociic 2/6 —15067 m. Hosi-Jlirype (AJI) Itamnis.



