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AJI8 MeAAYHOT0 3ACTOCYBaHHH JIIKapchKoro 3acoly

IMYHAT
(IMMUNATE)

Ckaan:
Oitoyi pewoeuru: Oaxrop xoarymsmii kpoei momurs VIII, daxtop Binne6panaa (VWF:RCo).
1 (aKoH 3 MOPONIKOM MiCTHTE:

Aiodi pevopann Buicr pevoBnan Ha daakon
250/190 MO 500/375 MO 1000/750
MO
Paxrop Koarymamii KpoBi IOmHHE 250 MO 500 MO 1 0600 MO
VII (3 mnompaskoro Ha BMmicr (50 MO/mm) (100 MO/mm) (100 MO/mm)
anmpOyminy)*
crienudigHa aKTHBHICTE** (7030) MO/mr 6inka
Daxtop Binmnedparma (VIWF:RCo) *** 190 MO 375 MO 750 MO
(38 MO/m) (75 MO/mn) (75 MO/vm)
Pozunnnnk:
Boaa mng in’exrii 5 Mn 5 Mo 10 Mo

Oonominchi peuosunu: aneGyMiH JONWEH, [OEH, Ai3MBY TiJPOXNOPHZ, HATPIiO XJIOpHA,
TPHHATPIIO NUTPAT JUTiPAT, KANBIHIO XJIOPH JUTipaT.

* axrmpuicts Qaxtopa VII suznavataca 1a MixHapoXum cramnaprom BOO3 s xonuentpatin akropa VIII

** Bexz crabinisaTopa (ansGymin).

Makcimarraa crcldidea akTURHICTE PR CHIBRiHOMIEHH] Daxropa VIII go anTureHa dakropa Binnetpanga 1:1 cranosurs 100
MO Ha mr Ginka.

**% aRTHBHICTS dakTopa Blnncﬁpalma BH3HAYANAcK 32 Mbixmaponsum cranmaprom BOO3 ama xouuenrparis Paxtopa VIII i
daxropa BinneGpanga B nnasmi,

Jlikapceka ¢opma. [Topommok Ta po3uMHHNK A7 PO3IHRY TS il el
Ocnoeni ghizuxo-ximiuni eracmugocmi: TOpomok a6o KpEXKa pedoBHHA 6inoro a6o 6imo-KOBTOro
KOJBOPY.

(DapMaROTepauequna rpyna. I'emocratiani npenapatu. ®axTopm 3ropTaHHs Kpopi. ®axTop
xoarynanii xposi moauen VIII i dakrop BinreGpanza.
Kox ATX: B02BD06.

Imynosoriumi i 6iosoriuni BracTaBoCTI.
Dapmaxodunamira.

Kommneke ®axropa VIII i (balc'rop BinneOpanzia CKIafacTeCs 3 ABOX MOIEKYI (<I)a1<'ropa VIII Ta
®axropa Bimnebparna VWF) i3 pisnume disionoridaamu bymxuisva. IIpu BBezeHH] IT
reMoginiero @axrop VIII 38’ a3yeTnes 3 Paxropom Bimebpanza y kpoBoToKy mamieHTa.
Axrusosannét ®aktop VII pmie sx kodaxTop axTEBOBamoro ®axropa IX, UPHCKO
nepetBopenns Pakropa X y axrusopanmit ®axrop X. Axtupopanumii ®akrop X fep m;%&ﬂ
nporpoM6iE Ha TpoMOiH, sAKHI B CBOIO 4epry mepeTBoproe Gi6puHOTCH Ha tl)leH;H'F tbopwry’ T
(i6punoBi 3rycTkm. lemodinia A — me BpomkeHEH posnan koarymamii Kposi, X-sqérme




PeLECHBHE 3aXBOPIOBAHHA IO CHPHIMHAE 3HMXKCHHS piBHA akTuBHOCTI ®aktopa VIII. HMoro
Pe3YNBTATOM € KPOBOTEYi y cyrmofax, M’s3ax i BHYTpIiIOHIX opraHax, sSK CHOHTaHHI, Tak i
COPUYMHEHI BHIIAJKOBOIO TPABMOIO T XipypridauM BrpydanssM. ITnasmosi pisri Paxropa VIII
30LIBIIYIOTECA IPH 3aMicHil Tepamii, Mo Zae MOXIMBICTE THMYACOBOT KOPEKIii HEAOCTATHOCTI
®axropa VIII i TeHneHnii o KposoTeq.

Qakrop BiwreGpania BHKOHYe pPONBL 3aXHCHOTO 6ijiKa ®axropa VIII, a Takox BHCTymac
MOCEPEHUKOM aJiresii TPOMOOLMTIB y MiCIAX YIIKOJKEHHS CYTHH Ta Gepe ydacTs B arperarii
TpOMOOCIIHTIE,

Dapmaroxirnemuxa.

Bei dapmaxoxirernani gocmimpkenns IMyHAaTy NpPOBOJHIIMCE 3a Y4acTi MAIEHTIB 3 TSOKKOK
dopmoro remodinii A (Gaszosmit pienr @akropa VII < 1 %). Anamia 3paskiB nnasmu
TPOBOJHBCA METOJIOM KilbKiCHOTO XpOMOTeHHOTO aHamisy ®axtopa VI Y Tabmmmi mmxae
HaBefieHi GapMakoKiHETH4H] IapaMeTpH HEpEXPecHOro NOCIIIKEHHS IMynatry y 18 mauicurin
BikoM ctapmie 12 pokiB, ski monepeaHro IiKyBanncs.

Tabmog 1.
ITapamerp ' Cepexne | Crannaprae| Menianne (90 % mogipamis
3HAYMCHHS | BiIXwWJ/ieHHS | 3HadYeHHnA iHTepBaAI
AUC ¢ (MO*rog/mn) (mroma
N KPHBOIO) 12,2 3,1 12,4 11,1-13,2
Cnax (MO/n1) 1,0 0,3 0,9 0,8-1,0
Tmax (TO) 0,3 0,1 0,3 0,3-0,3
Kinnepwuit mepio/ HamiBBEBEICHAS 12,7 3,2 12,2 10,8-15,3
(rom)
Knipenc (Mn/rox) 283 146 232 199-254
Cepenniii uac yrpumanns (roz) 15,3 3,6 15,3 12,1-17,2
Vs (M) 4166 2021 3613 2815-4034
IlocTynose BigHORNIEHHS
MO/mn}/[MO/kr]) 0,020 0,006 0,019 0,016-0,020
Kniniuui xapaxrepacraxu.
Hokazanua.
JlikyBanns Ta npodinaxTka KpoBoTedi y namieHTiB 3i cmamkoBEM (reMogimis A) abo HalyTum
nedinurom axropa VIIIL.

JlikyBaHHs KpoBOTedi y manieHTiB 3 XBopoGoro BimteSpanna 3 nedimrrom Qakropa VIII, 3a ymoB
HEMOXJIBOCTI 3aCTOCYBAHHS JKOAHOrO cnenudidsoro edexTHBHOro iKapChLKOro 3acoby s
JKyBaHHS XBopobu BimteGparna, a TaKoX SKINO TiKyBAHHS JIHIIE [ECMOIPECHHOM (DDAVP) ¢
Hee(EKTHBHAM a00 NPOTHOOKA3AHAM.

Ilpomunoxazanns,
[ligprimena Iy TIHBICT [0 AII040I PeUOBHHE 260 Oy Ib-IK0T OIOMDKHOT PEYOBHHH Hpenapary.

Bzaemooin 3 inwumu ikapcokumu 3acobamu ma inwi euou 83acmodiii, -
Hocnifikers B3aeMopil 3 mpemaparoM IMymar He mpoBOmHIOCH. He NOBiZOMISNOCH npo
crelupivny B3aemozito PakxTopa sropTanHs Kposi momaam VIII 2 irumaMu TikapcsKuMHE 3ac06aMm.

Ocobausocmi sacmocyeanna.

Ilpn 3acTocysanni IMynary MOXNHBI peaxuii MiBHIMEHOT YyTIMBOCTI aNeprivHOrO T.
CHOOCTEPIratoTECA CHMIITOMH IBHINEHOT YYTIHBOCTI, HAIIECHTAM CIIi PEKOMEHIYB &
NPUIMHATH 34CTOCYBaHHS JKapChbKOro 3aco0y Ta NPOKOHCYJIBTYBATHCS 3 nixapem: FlanienTis
CIif TOBIIOMMTH Npo Taki paHHI O3HAKA WiABHIIEHO! UYTIMBOCTI SIK Kp‘én@;{%’ﬁ,
reHepalli30Bana KpOIIHB JHK?, BECHII, IPH/IHEH, cBepOixX, HaOpsxK (BKMIO9AOYH Haﬁﬁsi;;\oﬁnli' s
Ta MOBIK), CTHCKAHHA y TPYAfX, CBHCTSYE AMXAHHs, 3aJMNIKA, Gilb y IPYALXy \T\a:kuc\a

o




rinoToHis, anadinaxcis i HaiTe anaditakTAYHEE mOK. Y BRENAAKY aHADITAKTHIHOTO IIOKY CIIij
3aCTOCYBAaTH YHHHI CTAHNAPTH HaJaHHI MEJHYHOI OIOMOTH.

Ilepen mpusHadeHHsM IMyHATY BaXUIMBO BH3HAMHTH y IIaLli€HTa NEBHEM JedeKT Koaryusmii:
HepocTatHicTs Pakropa VIII abo daxropa Binnebpanna.

Hayienmu 3 2zemodhinicio A.

Bigomum ycknagmeHHSIM TipE NiKyBaHHi DanicHTiB 3 remodimielo A € yTBOpeHHA
HeHWTpami3ylo9umx  aHTHTII (iHri6iTopiB) Qaxropa VIII. 3aspuuait ui iuoriGitopm -
1MyH0r1106ymHn IgG, cnpsaMopami mpoTH mHpokoarynaHTHOI akTupHocTi Pakropa VIII. Ix
aKTHBHICT BM3HadaeThcs y Opuannsx bBeresga (OB) Ha M miasMd 3a  JOHOMOIOIO
Mommlmconanoro aHanisy beresna. IToBizomuanocs mpo HasBHICTE iHriGiTopiB mepeBakHO y
paHilmle HENIKOBAaHEX NauicHTiB, PH3mk yTBOpeHHS 1Hl"161T0p1B IPONOPUIMHEHE CTYNEHIO Ail
®axropa VIII i € MakcHMaTEEAM IpoTsroM nepmmx 20 QHIB NiKYBAaHHS, 2 TAKOX 3alEKATEH Bij
iHNMX reHeTHuHMX (aKToOpiB i YMOB HABKOJMIITHBOIO cepenosuma. YV pimkicHAX BHmamKax
1Hr161'r0pn MOXYTE YTBOPIOBAaTHCE micns epImITX 100 nmis J'Ile'BaHHH Ilicns mepesemenns
manicHTIB, fKi paHimme mikyeamucs Gimsme 100 mHiB i Mamm 1c1*op110 YTIBOpeHHS iHribiTopiB, 3
OfIHOro mpenapary pekoMGinanTHoro ®axropa VIII nHa immmit cmocTepiramacs BHNAIKH
IOBTOPHOTO YTBODEHHA iHri6iTOpiB (WH3BKOro THTPY). ToMy, PEKOMEHIYETHCA NPOBOUTH
peTenbHMAN MOHITOPHHT yCiX DAIi€HTiB Ha IPEAMET YTBOPEHHS iHTIiOITOpiB mmicis Gymb-AKOro
NepexoRy 3 ONHOIO Ipenapary Ha iHImumii.

aranoM, yci mamieHTH, SKi OTpHMYIOTH JIiKyBaHHA mupenapatamu (Maxropa koarymsamii VIII,
IOTPe0yIOTh PETENBHOTO MOHITOPHHTY HA IPEAMET YTBODEHHS iHTIGITOPIE IUIAXOM KIHHIYHOTO
HarsAy i nabopaTopHAX TECTIB.

Axmo ouikysani pieri axtEeHOCT] PaxTopa VIII y miasmi He mocsrHyTo afo SKIIo KpoBOTedA He
KOHTPOMIOETRCA 32 NOMOMOIOIO BiMOBiMHOI JO3H, CIiJl IPOBECTH TECT HA HASBHICTH iHTiGiTOpY
(I)aKTopa VIIL

Y manicHTiB 3 BACOKHMH piBHAMY iHriGiTopy Tepamia (axtopom VIII Moxe 6yra HeebeKTHBHOIW,
TOMY IS HHX CIif PO3TNsHYTH iHmi Bapiantu Jikypauus. JIikyBamHs Takex mamicHTiB Mae
IPOBOJATHCA NiJ| HAITIANOM JHKapiB, IMO MAlOTh AOCBIA y JikyBammi remodimii Ta imriGitopis
®axropa VIII.

IoBinoMIIEHES TIPO YTBOPEHAS iBTiGiTOPIB TONOBHAM YHHOM HATXONWIH Bif NAII€HTIB, M0 paHime
HE NiKyBamucy.

Iayienmu 3 xeopoboro Binnebpanda.

IuribiTopm.

Y nanjientis 3 3-M THmOM XBOpoOH BimneGpanza MOXUHMBEEL PO3BHTOK HEHTpali3ylo9uxX aHTHTIN
(imri6iTopin) no daxropa Bimebparna. Sxmo odikysasi piemi axrueHOocTi VWF:RCo B miasmi me
JOCATHYTO, ab0 SKIO KpoBOTEYA HE KOHTPOJIOETBCA 3a JONOMOTOIO BiImoBimHOT X03W, Cimif
IIPOBECTH BiNOBiAHMI aHANI3 /IS BCTAHOBJICHHA HASBHOCTI iHriGiTopy ®aktopa BimmeGpanma. V
NAUi€HTIB 3 BACOKMMH DiBHAMH iHriGitopy Tepamis @axtopoM BimwreSpamma moxe Gyt
Hee(heKTHBHOIO, TOMY JUIA HUX CIiJ PO3IVIIHYTH iHINI BApiaHTH JiKyBaHHS.

Tpombomuuni nodii,

IcEye pH3HK HacTaHHs TPOMOOTHHHMX NOAiM, 30KpEMa, y IAHIEHTIB 3 BifIOMMMH KIHITHIMHE a60o
naboparopaumu akropamy pusHKy. TOMY, MAL{iEHTIB CIIiJ MEPeBIPATH Ha HATBHICTH PAHHIX O3HAK
Tpombo3y. Crixi posmodaTs npodinakTHdHe JIKYBAHHS IPOTH BEHOZHOI TpoMBoeMBomii BifmoBiaHO
I0 MOTOYHAX pekoMennaniit. Ockimbku IMyHaT MicTuTs BifHOCHO BemuKy Ximbkicts ®axtopa VIII
crisBizHOCHO 10 VWF, Jlikap Mae BpaXoByBaTH Te, IO TPHBAIA Tepallist MOXe BHEKIHKATH HaJMipHe
nigpumenns @axropa VII:C. V mamientis, mo npmiimaroTh IMyHaT, i KOHTpOOBATH piBHi
®Gaxropa VIIL.C B nnasmi /yid yEHKHEHHS TPHBAJOrO MigBHIeHHs pipuis ®axtopa VII:C B mwrasmi,
IO MO2E IPA3BECTH JIO HiABHINEHAS PA3HUKY TPOMOOTHIHHX IO,

Ilpr npE3HaYeHHI MaxcEManbHOI J0GoBOi Ao3nm l'IOTp16H0 BPaXOBYBATH, IO KUIBKICTE
Moxke nepeBrnETH 200 MT 1 e MOJXXe 3aITKOANTH MAIEHTAM, AK] 3HAXOAATHCS HA HAZBKOHS
IieTi.

Himu,




Ilpemapar cnif 3 o0epexHICTIO 3aCTOCOBYBATH U JiKYBaHHA AiTell BiKOM Mojomme 6 POKiB, fKi
nignasamucs o6MexXeHOMY BIUTHBY mpenaparis Paxtopa VIII, ockinbkm mms miel Bikopoi IpynH
TIAIEHTIB icHye 0OMeXeHa KiIBbKICT KIHITHUX JaHAX.

Crasnaprri 3aXod A1 nonepe/pKerns iHQeKwilt B pesybTati 3aCTOCYBaHHS NIKapchkux 3acobis,
BUTOTOBJICHHX 3 KpoBi 200 IUIa3ME TIOAMHE, BKIIOYAIOTH BiNGip JOHOPIB, CKPUHIHT OKpeMuX
NOHOPCEKMX MaTepianiB Ta NyJiB IUIasMH Ha cuenudiuni Mapkepw ingexknii Ta BKITOYCHHES
e(eKTHBHHEX BHPOOHHUMX eTamiB i iHaKTEBAIii/3sHEKeHHES Bipycis. Hespaxarouwm Ha e, mpu
BBE/ICHHI JIKapCHKUX IpEeNapaTiB, BHIOTOBICHEX 3 KpOBi a00 IUIA3MH JEOAMHH, HE MOKHA INIKOM
BHKJIIOUMTH MOXJIMBICTH Tepenadi 36yzmukiB indexi, y ToMy wmeni Hesimommx abo HOBHX Ha
CBOTOJIHI BIPYCIB T4 IHIMHX NATOreHiB.

3axond, MO BXMBAIOTHCS, BBAXKAIOTHCS e)EKTHBHUMME JUTA OGONIOHKOBHX BIpYCiB, TAKHX K Bipyc
iMmyHomedinuty momume (BUI), sipyc rematury B i Bipyc rematury C, a Takox s
6e306010HKOBHX BipyciB, TAaKHX SX Bipyc remaruty A. 3axofd, IO BXKHBAIOTECH, MOXYTH MaTH
oOMexeHe 3Ha9eHHs IpoTH 6e3000M0HKOBHX BipyciB, Takux sx mapropipyc B19. Indikypamns
napeoBipycom B19 moxe 6ytm cepiiosmim st BaritHEx *iHox (im(iKyBaEHS IWIOLY) 1 momed 3
imynozedinToM abo MiZBHINEHHM epHTPONOE30M (HATIPHKIIAL, 3 TEMOJLTHIHOIO aHeMi€Io).

CHix posrysHYTH MOXNUIHBICT IIPOBEACHHS IICMIEHHS (Bix rematary A i B) nauienram, axi
PEryISIPHO/MOBTOPHO OTPHMYIOTE Ipenaparu Maxropa VIII.

KoxHoro pasy npu sBefienRi IMyHaTy namieHTy peKOMEHAYETECH 3aIIACYBATH Ha3By Ta HOMep cepii
JKapCBKOro 3aco0y T BCTAHOBIIGHHS 3B 3Ky MiX IaIliEHTOM Ta cepiero mpemapary.

IMyHAaT MiCTHTS i30arMOTARINY TPy KpoBi (anTh-A T2 arTr-B). V narmieHTis 3 Ipymnoo Kposi A, B
abo AB, micist GaraTopa3oBoro HpHIOMY 3 KOPOTKHMH IIPOMIXKAME qacy abo micisd mpmifoMy
JyXKe BENUKHX 03 MOXKE CTIOCTEPIiraTucs reMonis.

3acmocysanns y nepiod éazimnocmi ma 200yeanns 2pydoio.

BupuenHS BIUMBY IMyHaTy Ha pempoRyKTHBEICTL Na6OpaTOPHHX TBApHH He IIPOBOMIIOCE.
Buxons4u 3 HH3BKOT YaCTOTH 3aXBOPIOBAHHS XKIHOK HA remodinito A, BifcyTHil JOCBi CTOCOBHO
sukopucTanns dakropa VIII mix wac parirnocti i rogysanus rpyamo. Tomy ®axrop VIII cmix
BUKOPHCTOBYBATH IIiJl YaC BariTHOCTI i rORyBaHHA IPYAMIO THIIE, Y Pas3i, KOH KOPHCTH L Martepi
MEpEeBaAXKAE HAJl PH3UKAMHE Bijl 3aCTOCYBAHHS JUIS JHTHHH.

30amuicmy enrusamu na wisudkicms peaxyii npu xepyeawni asmompancnopmom abo inwuMu
Mexanizmamu.
IMynar He BIUIMBAC Ha 3JATHICT KepyBaTM aBTOTPAHCIOPTOM 1 OHEpPYBaTH IHIIHMH
MeXaHi3MaMH,

Chnocib 3acmocyeanns ma do3u.

JlikypanHsl Il IPOBOMMTH IIifl HATMAZOM JIKaps, SKUH Mae JOCBiA Y JIKYBAaHHI TeMOCTATHYHHX
PO3JIaiB.

Hosyeanns npu 2emoghinii A.

Mlosa Ta TpuBanicts 3amicHOl Tepamii 3aTeXHTh Biff BupaxeHocTi Aedimury Paxropa VIIIL,
Jnokafizauii Ta iFTEHCHBHOCTI KPOBOTEUi, @ TAKOX KIIHIYHOTO CTaHy HaIlieHTa.

Kinbxicts BBenenoro @axtopa VIII Bupaxaors y Mikxmapommmx ommmmmsx (MO), mo
PO3paxoBYIOTECA BiNOBiAHO 10 Mixuapoauoro cranaapry BOO3 ans npemaparis ®axtopa VIIL
Axrueaicte @akropa VIII y mnasmi BEpaxaerbcs y BificoTKax (CINBBiIHOCHO IO HOPMAIBHOL
ILTA3MK JIEOAHMHH) 200 B MiXKHAPOZHMX OJUHHAIAX (CNiBBIAHOCHO 10 MiXHAPOIHOrO CTAHARPTY ML
Paxropa VIII y mwrazmi).

Omna MixHaporma oaumums (MO) axrteerocti @axropa VIII exsiBanenTtHa Kimskocti daxropa
VIII B 1 M1 HOpManbHOT TIIA3MHA JIIOHHH.

PospaxyHox notpibroi nosm ®axropa VIII 3nilicHiocTECS Ha OCHOBI emmmipauroi dopMym: L MQ
®axropa VIII Ha xr MacH Tina 36inemye akraericrs Gakropa VIII B miasmi npubansio pa2 % sin
HOPMANBHOT aKTHBHOCTI,

Jlo3yBaHHS pO3paxOBYETHCA 32 HOPMYIIO0:



MoTpiéua KinbkicTs ogauums (MO) = Maca Tia (kr) X 6axane 36iibmenns|
[Daxropa VIII (%) x 0,5

KinpxicTs npenapaty, 110 Mae BBOTATHCS, 1 9aCTOTY BBENCHHS CIIil BU3HAYATH 1HAMBIAyaIbHO.
Kposomeui i xipypziune empyuanua.

VY pasi mosBE HacTyIIHEX elNi3oAiB KpoBoTeui akTuBHiCTE ®axropa VIII He moBumHa omyckarmcs
HHXYE 3aJaHOTO PiBHA akTHBHOCTI B mmasMi (y % Bim HOpmamsHOrO piBHZ a6o MO/mm) y
BIAMOBIAHOMY Tepioxi.

HarenieHa Hmx4e TabNHANS MoXKe BHKOPHCTOBYBATHCH JJIA BH3HAYCHHSI NO3H NMPH KpOBOTedax i
XipypriuHpx onepamnisax:

Tabmurns 2.
Heo0xigamii
Crynins kpoBoTeui 260 BHA piBeHsb Yacrora BBefeHHA (TOAHHHA)/
Xipypriugoro BTpyyanns ®axropa VIII TPHBAJICTE JiKyBaHHH (HI)
(%o Bin
HOpMH)
(MO/n)
KpoBoreui
[TogaTkoBmit reMapTpo3, 20-40 Koxni 12-24 roguHu mpoTAroM NpHHAHMHIL
KpoBOTeua y M’s3ax abo poToBii 1 mobm, moKH HE NMPHUITHHUTHECA KPOBOTEYA
TIOPOXHEHI (mpo mo Oyme cBimUHTA MOCTAOICHHS
6o1r0) abo He OyAe JOCATHYTO 3arCIOBAHHA.
3Ha4nmif reMapTpo3, KpOBOTEYA Y 30-60 Koxmi 12-24 romuau mpotaroM 3-4 mmiB
M’A3ax abo reMaToMa a0o JoBmre, 10 3HAKHEHHd Oomo i
BiZIHOBIICHHS i€3JaTHOCTI.
KpoBoteui, mo  3arpoXxyroTh 60-100 KoxHi 8-24 romuny, noku He MUHE 3arpo3a.
KUTTIO
Xipypriune BTpy9aHHSA
Hesnayna onepayis, BKIMIOYAIOUH 30-60 Koxni 24 roguHH IpOTATOM IpHHaiMHL 1
BHIAICHHS 3y0iB J00H 0 3arocHHs paHH.,
Benuxa onepayis 80-100 KoxwHi 8-24 rogpnen, 10 Z0CTaTHEOTO
(mo Ta micls | 3arOCHHS palM, IOTIM 7 JHIB Tepamil i
omepanii) | migrpumManns akTHBHOCTi @akropa VIII Ha
piBHi 30-60% (MO/mn).

Kinekicts Ta 9acToTy BBEJEHHS CIIi KOPHUTYBATH, BIAMOBIAHO N0 KITiH{IHOI BIAMOBIAl Y KOKHOMY
KOHKPETHOMY BHIAJIKy. 32 ImeBHHX oGCTaBHH (HAUPHKIAX, 34 HAsBHOCTI iHTiOiTOpiB 3 HA3BLKHM
THTPOM) MOXKYTb 3HaHoOUTHCS GBI, HiJK BH3HaveH] 3a dopMyor0, 1034,

V xozi KyBaHHsS HeOOXiJHO POBOIKTH BH3HAUeHH: piBHA Paxropa V1N y KpoBi Ut po3paxyHKy
J03YBaHb i 9aCTOTH IPOBEJEHHH iH’eKIiil. ¥ BHIajKy BEIHKHX XipYPridHHX BTpPYyYaHb OCOONHBO
BAKIUBEM € TOYHHH MOHITOPHHI 3aMicHOI Tepamii 3a JOMOMOIOK) KOaryJMmMMHIX TecTiB
(Bu3Ha4YeHHs KinsKicHOI mpoGu akTrBHOCTI ®akTopa VIII). Oxpemi manieHTH MOXYTh BiApi3HATHCA
3a X peakmieto Ha 3actocyBanHs Pakropa VIII, neMoHCTpYIOYH pisHEii EPio/] HAIBBHUBEAEHHS Td
CTYTIiHE BiZHOBIICHHS aKTHBHOCTI.

Tpusane npoghinaxmuyne niKysanys.

Jlns TpEBanoro npodiraxTHIHOTO NiKyBaHHA THKKOI opMu reModinii A peKoMeHIyIOTECE HO3H
20-40 MO ®axtopa VIII Ha xr MacH Tina KoxHi 2-3 mEi. Y AesxdEx BHOAIKaX, OCOOIMBO Ay
TaieETiB MOJIOAMIOrO BiKy, MOXKe 3Hafo0uTHCA 61IBIM YacTe BBENCHHS Iperapary.

Hosyeanns npu xeopobi Binne6panoa.




3amicHa Tepamis IMyHATOM IS KOHTPONIO KPOBOTEY HPOBORMTLCS 13 JMOTPHMAHHAM IPOTOKOIIB
mikyBaHHES reMoQiii A.

Ockineku IMyHAT MicTHTH BiAHOCHO BeKY Kinbkicts ®axtopa VIII cmiesimaocHo no vWE, nikap
Mae BPaxOBYBATH Te, [0 TPHEAJIA Tepamnid Moxe BHKIMKAaTH HaaMipae minprmenna ®akropa VIII,
0 MOKe IPU3BECTH A0 MiIBHINEHHA PH3HKY TpomMO03y.

Cmoci6 3acTocypaHus.,

JIng BHYTPIIMHEOBEHHOTO 3aCTOCYBaHHA. IMyHAT ClIiftl BBOXUTH IOBiIBHO BHYTPIIIHEOBEHHO.

Hpuzomysanns pozuuny.
JUna mpHroTyRaEHS pPO3YMHY BHKODHCTOBYHTE IHMINE CHCTEMY IUIA BBEASHHS, INO HANAEThCH B
ynakoBmi. IMyHaT ¢niJ po3soguTH Ge3nocepeaHno Mepes 3aCTOCYBaHHAM, OCKUIBKY BiH HE MiCTHTE
KOHCEPBAaHTIB.

ITepen 3acToCyBaHHSM DPO3BeJCHMHN JHKAapCHKUM 3aci0 clif Bi3yambHO OOCTEXMTH Ha HAfBHICTH

BKJIIOYEHb T4 3MiHY XONb0py. Poszamn mac 6yTe mpozopmm abo TpoXH omanecueHTHMM. MyTHi

po3uMHK 200 PO3YHHM 3 OCAZIOM HE CIILJI 3aCTOCOBYBATH.

Ilepen Ta micis indysii IMyHaTy pexomeHAyeThCA MpoAe3iH(piKyBaTH NPHCTPOI, IIO BBOAATECH B

BEHY, i30TOHIYHAM CONEOBHM PO3IHHOM.

Po3BeeHHS MOPOIIKY AN IPHTOTYBAHHS PO3YHHY JUTS iH €KITiH:

Crin JOTpUMYBATHCS NPaBHUIT aCeNTHKH!

1. Harpita 3akynopeHui ¢1akoH 3 PO3YMHHHKOM 0 KIMHATHOI TEMOCPATYPH BOJMOKO0 s
im’exuiit (ue 6impure 37 °C).

2. BupamuTH 3aXMCHI KOBNAykH i3 ¢rakomEiB 3 mopomkoM i po3umHHHKOM (Man. A) i
npozesindixysarn rymoBi npo6ku 060x ¢uiaxomis.

3. TlomicTuTH XBHISCTHE Kpall NPHCTPOIO A HEpeHEceHHA Ha (IaKoH 3 PO3YHHHHKOM 1
OPETHCHYTH (Mal. B).

4, BujanuTH 3aXHCHE IOKPHTTS 3 iHINOro KiHNA NPHCTPOIO IUIA NEpeHeceHHs, HE TOPKAOIuCh
OTONICHOTO KiHIIS.

5. TlomictuTn QnaxoH 3 PO3YHHHHEKOM Hajx (HNAKOHOM 3 IOPOIIKOM 1 BiBHME KiHENE TOIKH
BBECTH Y T'yMOBY Npo0ky ¢iakoHa 3 mopomxoMm (Man. B). Posumsnex Oyfe mepeTikatd y
(IIaKoH 3 IOPOIIKOM 32 PAXyHOK Aii BaKyyMy.

6. IlpubmmsHo depes XBANMHY po3'emHaTH [Ba (IaKOHM, BHAAIMBINH IPHCTPid s
nepenecern s 1 (QIaKoH po3dMHHMKA 3 dakoHa 3 mopomkoM (Man. I'). Ockineku mpenapar
JIETKO PO3YMHAEThCA, 3a HeoOximmocti 3merka moxmratw ¢naxon. HE CTPYIIYBATH
®JIAKOH 3 IIPEITAPATOM. HE TIEPEBEPTATU ®JIAKOH 3 IIPEINJAPATOM JO
BWIVYEHHS MO0 BMICTY.

7. Tlicna mpHroTyBaHHS pO3YHMHY i NEpeA BBEIEHHAM TOTOBHH PO3YHH CIifi Bi3yaslbHO
oOCTeXATH HA HadBHICTH BKMIOYEHL i 3MiHy kommopy. OmHAaK, HABITE NpPH pPETEILHOMY
JOTPHMAHHI IHCTPYKIi} LIOZO UPHCOTYBAHHS PO3UMHY 3pifKa MOXKYTH BHABIATHCA ApiCHi
gacTku. BOHH BHAANSIOTECA 3a JOIOMOIoR GinsTpa, Mo BXOAUTE K0 KOMIUIEKTY. IIpn oMy
KOHIIEHTpAlifd aKkTUBHOro ¢(apManeBTHYHOrO iHTpeficHTa, 3a3HAadeHa HA CTHKETHI, HE
3HIDKYETBCA.

Beenenns po3uHHy

Cirif mOTPHMYBATHCA MPABHII ACEITTHKH !

1. Jlms momepe/keHHs BBEACHHS YMOBHX TacTOK 3 NPOOKH pa3oM 3 JHKapChKHM 3aco00M
(pm3uk MixpoemOonii), ciif BHKOPHCTOBYBATH OQINbTPyIOYy TrONKY, IO BXOZHTH JO
KOMIUIEKTY. BeTapuTe (imbTpyioqy FONKY B OZHOPa30BHIA IIIPHIY, IO JOAAETHCS, i BBECTH
i wepes rymoBy poGky (Ma. I).

2. Henagopro 3HaTH nmpen 3 ¢imerpyrodoi ronkd. [Ipw HagXo/KeHH: MOBITPH, IIlHa 5
dmaxoni 3 koHneHTparoM 3HuKHe. IToTiM Binibpat: po3yHH y MIpHI 4Yepe3 (inp
ronxy (mMam. JI). /

3. 3usrE mmpur 3 (iNETPYIOYOl rONKH 1 NMOBINBHO BBECTH PO3YMH BE
(MaKCHMAIBHA INBHAKICTE BBEAEHHA — 2 MII/XB) 3a JOIOMOTOK0 CHCTEMH 1
TOJIKH, IO JOAAIOTECA.
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Ximiuga 1 disudsa crabinBHICTS PO3YHHEHOr0, TOTOBOrO 5O BUKOPHCTAHHA IPEIapaTy, CTAHOBUTE
3 rogwam npu Temaeparypi Bix 20 ao 25 °C.

Himu.

IIpemapar cig 3 06epeXHBiCTIO 3aCTOCOBYBATH Ul HiKyBaHHA AiTel BikoM Momomme 6 poxiB, axi
nigmaganmMcs ofMe:xeHoMy BIUIHBY npenapatie ®Pakropa VIII, ockinekum Jis niei BiKOBOI rpymnm
nauienTiB icHye 0OMexXeHa KiBKICTE KIHIYHEX JaHAX.

Ilepeoosyeanna.

Jlanpx moA0 cuMOTOMIB niepeao3ysanas Paxropa koarysimii kposi moauan VII nemae.

IcHye pH3MK BHHUKHeHHS TpoMmOoemGonii. PH3HK BHAMKHEHHS reMONITHIHOL peakmii € BHACOKEM Y
TAIieHTiB 3 rpynoo Kpoei A, B abo AB.

Iob6iuni pearyii.

[ligpmmena gyTiMeicTs abo aneprivbi peaxuii, 0 AKMX MOXYTh BIIHOCHTHCS aHI1OHEBPOTHYHHH
HabpsK, megist i rocrpmii Olme y Micmi BBeIeHHs, 03HOG, IPHIUDIBH, 3arajibHa KPOLHE SHKA,
TOJIOBHUI GiNlb, BHCHIN, TifOTOHISA, JETApTris, HyJ0Ta, HECHOKiH, Taxikap/lisd, BiA9yTTa CTHCHEHHI Y
TPyZAsX, H3BiH y Byxax, ONIOBOTA i CBHCTSdE AWXaHHA. Y JEAKHX BHNAJKaX BOHH MOXYTbh
TIpoTpecyBaTh 0 TsokKol anadinakcii (y ToMy @mchi moky). [lamierTam moTpibHo NoBiNOMHATH Ipo
HeoOXifHICTS: 3BEpHEHHA A0 NiKaps y pasi HOSBH IHX CHMIITOMIB,

V manienTis 3 reModinicio A MOXyTb 3’sBuTHCA anTHTINA (imribiropm) mo Paxropa VIII, mo
KITiHIYHO IPOSBIAETHCS BiACYTHICTIO FéMOCTaTHIHOro eeKTy Y BiIIoBiNb Ha IpoBe/eHy TEPAILIO.
V TaxkHX BHIAKAaX peKOMEHAYETHCA 3BEPTATUCH O CHENiaTi30BaHUX LEHTPIR MO reModimii.

V nanieHTiB 3 xnopoﬁom BimneGpanna, ocobmuBo 3 THHY, MOXYTH AYXe pi;uco BEHHKHYTH
HeHTpai3yioui aHTHTLIA (1Hn61TopH) b (] (I)aKTopa BumeﬁpaHJJ;a Sxmo Taxi iHTiGiTOpH
BHHHKAIOTB, 11 MOXE IPOABIATHCA HEJOCTATHHOI0 KIiHiYHOIO BimmoBimmo. Taxi anTATINgG MOXYTH
BHHMKATH Yy 3B°13Ky 3 aHadimakTuannMu peaknismu. Tomy, mamienTis, ski Mamd aHadimakTAIHy
peaxiiio, CJif NepeBIpUTH HAa HadBHICTH iATiGiTopis. B yciX Takux BADAzKax PeKOMEHAYETBCA
3BEPHYTHCS JI0 IIEHTPY, W0 CTemiani3yeThcs Ha reModiuii.

ITicis BBeileHHA BETHKHX J03 nauieHTaM 3 rpymoio KpOBi A, B abo AB MOX€e BHHHKHYTH reMoniS.,._.*,

Ta IIPOTArOM MOCTPEECTPANiHOTO 3aCTOCYBaHHS HABECHA HAXYE Y TaOIuIsX.
Kputepil OITiHKH 4YacTOTH po3BATKY mobigHOoT pealcun mpemapaty: AyXKe dacTi (>1/ 1@?
(>1/100 mo <1/10) geuacri (>1/1000 mo <1/100); piaxi (>1/10000 mo <1/1000); ,uyxce Pig
(<1/10000); BeBimomi (4acToTa He MOXe OYTH BCTAHOBIICHA 3 HAABHHX JAHHX). v



Knac cneremMn oprasis Ho6iuui peaxmii YacroTa
BHIAAKIB
3 00Ky IMYEHOL CHCTEMH ITigsAIneHa Yy TIIHBICTE Hegacto
3 GoKy KpOBOHOCHOT i Koarynonaris, npuraidesas gaxTopa YacroTa HeBizoMa
MiMOATHIHOI CHCTEMH VIII
Icrxivni po3nagy 3aHenmOKOEHHS YacTora HEBigOMA
3 Goxy HEpPBOBOI CHCTEMH IMapacresil, 3anamopodennd, romopauii | Yactora HEBinoMa
Oine
3 6oky opranis 30py Habpsxy oBiK, KOH’ IOHKTUBIT YacroTa HeBioMa
3 Goky cepeBo-CyAMHHOI crcTeMH | Taxikapais, BifIyTTs cepnebHTT YacToTa HEBiioMa
Timoromis, rimepemid, 6aigicTs UacToTa HeBizIoMa
3 G0Ky OpraHis AUXaHHA, Karmreis, 3ammmxa YacToTa HEBioMa
TPYAHOX KIIITKH Ta CEPEIOCTIHHA
3 60Ky OLTYHKOBO-KHITKOBOTO Hynora, 6moBanas YacTora HeBigoMa
TpaKTy
3 6oKy mKipH Ta MiIIKIpHAX Epurtema, BuCHI, HEHPOJESPMATHT, YacroTa OepigomMa
TKaHHH cBepOixK, pHTEMATO3HHIN BHCHII,
[aIyJIE03HHAM BHCHI, KPOIIUB’ THKA
3 Goxy omopHO-pyxoBoi cucremnu | Mianris YacToTa HEBioMa
Ta CIOMYYHOI TKAHHHHA
3aransHi po3nafd Ta TOpYIIeHHs | Bink y rpymax, suckoM@opr y rpyasx, YacroTa HEBiToMa
B MICITi BRBGACHHA HaOpaku (y ToMy YHCIHI Nepudepuyusuii
HaOpsx, HAGPAK MOBIK Ta 0OATs),
03100, peaxmii B Micui BBeieHH (B
TOMY THCII 3aaneH s ), Oib

Tepmin npuoamnocmi.
Jlikapcexuit 3aci6 — 2 poxu.

Posunnauk (Boga g in’ekuiit) — 5 poxis.

YMoBH 30epiranns.

36epirare npa Temneparypi Big 2 xo 8°C. He 3amopoxygarn! 36epiraty B opHriHanbHil ynaxosmi
3 METOIO 3aXHCTY Bij{ cBiTiA. 36epirari B HEJOCTYIHOMY JUiA AiTei MicIi. Y MexXaxX 3a3HAa4CHOro
TepMiHy OPHAATHOCTI MOXKIHBe 30epiraHHs NikapchKoro 3aco0y MpH KiMHATHIM TeMueparypi (He
Bumme 25°C) npoTiaroM 6 Micsnis.

Ilicns possemeHHs Moxumse 30epiraHHs Jikapchkoro 3aco0y mpH KiMHaTHiM Temmeparypi (e
Baie 25 °C) mpoTsroM 6 roAuH.

Hecymicricmb

IMyHaT He CHiA 3MIiINyBaTH 3 IHIDHMHK JTIKapCHKUMH 3ac00aMH IIepel BBEACHHAM.

Cniz BuKopucTOBYBaTH jume Habip mus indysii, IO BXOAATH 1O KOMIUIEKTY, {HAKIIE IHKYBAHH
MoKe GYTH HeBIamuM depes amcopbuiro ®akropa xoaryisuii kposi momuan VIII Ha BHYTpinmix
noBepXusx indysiiiHoro obnaTHaAHHA.

¥YnakoBka.
ITo 1 dmaxony 3 mopomkom {(mo 250/190 MO, 500/375 MO a6o 1000/750 MO) y xomrurexTi 3 1

(IAKOHOM 3 PO3YMHHMKOM (BoAR AN iH’ekuil mo 5 mur abo 10 M) Ta HaGopoM Ay PO3TMHEHH i
peenenns (1 mpucTpiil misa Mepenecenus/bimsrpanii, 1 onropasosnit mmpun (5 M abo 10)«3},{@?@\*\
oZHOpa3oBa ronka, 1 cucreMa s indysiit) y xopobiri. S ’fm;,,;)'

Kareropia Binnyexy.
3a perienToM.
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