3ATBEPI’)KEHO
Halcaz Miﬂicrepc‘rna 0XOPOHH
)703 st YKpaium

05 10 27 N JFOE
Peecrpauniiine mocBixuenns
Ne (/A /16968 [o2/0/
WA 16961 /02/0¢
THCTPYKITISI A [1656 29 /02 /02
JJISE MeAHYIHOIro 3acTocyBaHHs ﬂiRapCbK‘Dl"O 3acoﬁy
IMYHAT
(IMMUNATE)

Cruan:
oOitoui peyosunu: ®axtop xoarysiii kposi mmoaunn VI, paxrop BinneGpanaa (VWF:RCo).
1 (akoH 3 MOPOIIKOM MICTHTB:

Hiro4i peuoBuHH BmicT pedyoBuun Ha Guakon
250/190 MO 500/375 MO 1000/750
MO
@axtop KoarynsAmii KpoBi IFOMHHH 250 MO 500 MO 1 000 MO
VIII (3 mompaBkoi0 Ha BMiCT (50 MO/m) (100 MO/mn) (100 MO/mur)
ans0yminy)*
cnenudivyHa akTHBHICTE* ¥ (70£30) MO/mr Oinka
®axrop Binmnebpanna (VWF:RCo) *** 190 MO 375 MO 750 MO
(38 MO/mi) (75 MO/mn) (75 MO/mn)
Po3unnnuk:
Bona juist i1’ exuiit 5 mn 5 M 10 Mn1

donomigcni  peqosunu: arbOyMiH JIOMMHHM, IJHIHH, JI3HHY TiAPOXIOPHI, HATPIIO XJIOPHI,
TPHHATPIIO IHTPAT AMUTIAPAT, KaIbLi0 XJIOPH JNTiApar.

* akrusHicTh @akropa VIII susnauanacs 3a Mixunaponuum cranaaprom BOO3 ans kouuenrparis ®akropa VIII.
** Bes crabinizatopa (amOymin).
MakcnmansHa cneundiyna akTHBHICTL npH cnissignowenni ®akropa VIII g0 anrurena akropa BinneGpanaa 1:1 cranosurs 100

MO na mr Ginxa.
*** aktusHicts aktopa BinneGpanaa susnauanacsa za Mikuaponuusm cranaaprom BOO3 mns kouuentparis Pakropa VIII i
(haxropa BinneSpanna s nnazmi.

Jlikapepka gopma. [Topornok Ta pO3YHHHHK JUTS PO3UMHY JUIS 1H €KIIii.
Ocnogni @izuxo-ximiuni enacmueocmi: TIOPOIIOK abo KpuxKa peuosrHa 6inoro a6o 611i/10-K0BTOr0
KOJIBOPY.

®dapmakorepaneBTH4YHa rpyna. ['emocratnuni npenapari. Maxropu 3ropranss kposi. ®akTop
koarynsiuii kposi mogunu VIII i daxrop BinneGpanna.
Ko ATX: B02BD06.

ImyHosorivmi i 6ionoriyni BIacTuBoCTi.
Dapmarodunamixa.

Kommneke ®akropa VIII i ¢akrop Bimnebpanna cknafaeTbest 3 JBOX MOJIEKYII (CDaKT ropa VIII Ta
®daxTopa Bimnebpanna VWF) i3 pisauMu Qizionoriunumu Gpyskuisvu. Ilpr BBeACHHI- H&HJEHTy 3
remoginiero @axrop VIII 38’s3yernes 3 Gakropom Binnedpanaa y kpoBoToky nditieata. :
AxtusoBanuit ®@akrop VIII nmie sax xodakrop axtuBoBanoro ®axropa TX, npuckopi)
neperBopeHHs Pakropa X y akTHBOBaHM Dakrop X. AxTHBOBaHHH Daktop X mep
nporpomOin Ha TPoMOiH, sKHii B CBOIO uepry meperBopioe (ibpunoren Ha ¢ibpun ybopmye
¢iGpunosi 3rycrku. 'emodinis A — ue BpojuKeHMil posnaz Koarynsuii Kposi, 4




PeLieCHBHE 3aXBOPIOBAHHS LIO CIIPHYMHSE 3HMKEHHS pisus axtusnocti Paxropa VIIL Horo
pe3yJIbTaTOM € KpOoBOTedi y cyrnodax, M’s3ax 1 BHYTPIIHIX OpraHax, sK CIIOHTaHHi, Tak i
CIPHYUHEH] BUIAJKOBOIO TPAaBMOIO UM XipypriyuuM Brpyuanusm. [lnasmosi pisai ®akropa VIII
30UIBLIYIOTECS [P 3aMiCHIM Tepamii, 0 Jae MOKIMBICTH THMYACOBOT KOPEKIIi HEIOCTATHOCTI
@axropa VIII i Tenaenuii 1o kposorey.

®akrop BimneOpanna BukoHye pons 3axucHoro Oinka ®aktopa VIII, a Takox BHCTYIIA€
MOCEPETHUKOM ajre3ii TPOMOOUMUTIB y MiCHIX YIIKOKEeHHs CyanH Ta Gepe ydacTh B arperarii
TPOMOOIHTIB.

Dapmarokinemuxa.

Bei papmakokineTnuni mocmikeHHs IMyHaTy NpOBOAMJINCH 3a y4acTi MaIi€HTIB 3 THHKKOIO
¢Gopmoro remodinii A (6azoBmii piBenp ®aktopa VIII < 1 %). Amaniz 3paskip mma3zmu
MPOBOJIMBCSA METONOM KiJIbKICHOro Xpomorenuoro axanizy ®axropa VIII. V Ttabmuui Hmxude
HaBeJleH] (apMaKOKiHETHYHI MapaMeTpH INepexpecHOro AociuiukenHs Imynaty y 18 mamiedtis
BikoM cTapiue 12 pokiB, siKi HOMepeHLo JTiKyBagHcs.

Tabnuus 1.

IMapamerp Cepenne |Cranpaprue| Megianne |90 % nosipunii

3HAYEHHS] | BIAXIJIEHHS | 3HAYEHHS iHTepBaJ
AUC ¢ (MO*rog/mn) (nmoma
i1 KPHBOIO) 12,2 3:1 124 11,1-13,2
Crmax (MO/m1) 1,0 0,3 0,9 0,8-1,0
Tmax (roxr) 0,3 0,1 0,3 0,3-0,3
Kinnesuii nepioa HaniBBHBEICHHS 12,7 3.2 12,2 10,8-15,3
(ron)
Kunipenc (Mi1/ron) 283 146 232 199-254
Cepenniii yac yrpumanus (rou) 15,3 3.6 15,3 12,1-17,2
Vss (M) 4166 2021 3613 2815-4034
[octynoBe BiiHOBIEHHS
(IMO/mn]/[MO/xr]) 0,020 0,006 0,019 0,016-0,020

Kuniniuni xapakTepucTuK.

Hokasanns.

Jlikyanns Ta mpodinaxTHka KpoBoTedi y MamieHTIB 3i cnagkoBuMm (remodinis A) abo HabyTHM
nediuurom Paxropa VIII.

JlikyBanHs xpoBoTedi y nmauieHTiB 3 xBopo6oio BimreGpanna 3 gedinurom ®axropa VIII, 3a ymos
HEMOXJIMBOCTI 3aCTOCYBaHHs JKOJHOTO CHENM(DIUYHOrO e(eKTHBHOro JHKAapchKOro 3acoby s
JiKyBaHHs XBOpoOu BimneOpanza, a Takox sKIIO jiKyBanHs nuwe aecmonpecunoM (DDAVP) e
Hee(ekTHBHHM a00 ITPOTHUIIOKA3AHHM.

IIpomunoxasanms.
[ligBriena Yy TIMBICTh J10 i10u0] pedoBHHH ab0 Oy/1b-9KOI JOIOMIKHOI pEYOBHHH IIPENapary.

B3aemooia 3 inwumu nikapcokumu 3acobamu ma inuwi euou 63aemooiil.
Jocmipkens B3aemonii 3 npemaparoM ImyHar He mnposoamiock. He mosizommsimocss mpo
cnenudiuny B3aemonito Pakropa sropranus Kposi mouuu VIII 3 iHImmME TikapcbkuMu 3aco00amu.

Ocobaueocmi 3acmocysania.
IIpu 3acrocyBanui IMynaty MOXIuBI peakuii miaBuineHoi uyTIMBOCTI aneprivsoro Tuiy, SKuio
CIIOCTEpIraloThCs CHMITOMH MiABHIIEHOI YyTIHBOCTI, MALliEHTaM CIIiJi PEKOMEH/yBaTH HEraiHoO
NPUIIHHUTH 3aCTOCYBAHHS JIKApCHKOTO 3ac00y Ta IPOKOHCYILTYBaTHCA 3 jikapeM. Tlamientis
Cil TOBIZOMHTH NPO Taki paHHI O3HAKW MNiABMIIEHOI YYTJIMBOCTI $K KPOIMB SHKZ,.
reHepaizoBaHa KpOIHMB’SHKA, BHCHII, IPHUJIMBH, CBepOiK, HAGPSK (BKIIOUaoun HabpsK o6
Ta TOBIK), CTHCKAaHHS y TPYMsiX, CBHCTSAYE IMXAHHS, 3aJMIIKa, OUNb y Tpyasdx, Taxi




rinoToHis, aHadinakcis i HaBiTh aHa(iIAKTHYHHK 1DOK. Y BHNAAKY aHa(iIaKTHYHOIO LIOKY CIIijI
3aCTOCYBAaTH YMHHI CTAHJAPTH HAJaHHA MEIUYHOI JOIIOMOTH.

[lepen npu3navennsM IMyHaTy BajIMBO BH3HAUHTH Yy Malli€eHTa MeBHUI aedexT Koaryisuii:
negocratuicts @axropa VIII abo daxropa Binnebpanna.

ITayienmu 3 2emogpiniero A.

BinomMuM yckiagHEHHSIM TIpH JIiKyBaHHI mamieHTiB 3 remodiniero A € yTBOpeHHs
Helfirpanizylounx aHTuTin  (iHri6itopiB) ®axropa VIII. 3asuuait mi imribitopu —
iMmynornoGyninn IgG, cnpsmoBaHi NIpOTH NpoKoarynsHTHOI aktuBHOCTi ®aktopa VIII Ix
aKTUBHICTb BH3HauaeTbcss y Opunmunsax bBeresma (OB) Ha M mmasmm 3a  I0OMOIoio
momupikoBanoro awmanisy beresma. IloBimomusiocs mpo HasBHICTH iHrIGITOpIB mMepeBakHO Y
paHilie HeNiKOBaHUX NalieHTiB. PH3uK yTBOpeHHs iHTIOITOpiB mponopuiitauii crymeHio il
®akropa VIII i € makcumansHuM mpoTarom nepruuX 20 JHIB TIKYBAHHS, a TAKOXK 3aIEKHTH BiJl
IHIIMX TeHEeTHYHUX (PaKkTopiB I yMOB HABKOJMIIHBEOIO CEpeJOBHINA. Y PIIKICHHX BHIAIKaxX
iHribiTOpH MOXYTh yTBOproBaruch micis nepmux 100 mmis nikysauus. [licis mepeseneHHs
namieHTiB, sKi panime nikyBamucs 6inbme 100 auiB i Manu icTopiro yTBOpeHHs iHriGiTOpIB, 3
oaHoro mnpenapaty pexomOinantHoro ®akropa VIII na iHmHMN coocrepirajuch BHITAIKH
IIOBTOPHOTO YTBOPEHHS IHTiOGITOPIB (HH3BKOrO THTPY). TOMY, DPEKOMEHIYETHCA MPOBOIUTH
peTenbHUIl MOHITOPUMHI yCiX MAalli€HTIB HA TMpeJMeT YTBOpPEHHS iHriGiTOpiB micis Oyab-1KOro
Iepexoy 3 O/IHOTO MperapaTy Ha iHIIuiL.

3aranoM, yci TamieHTH, SKi OTPHMYIOTH JiKyBaHHS mpernapatamu @akrtopa xoarymsmii VIII,
noTpedyloTh PeTeNbHOr0 MOHITOPHHTY Ha MpeAMET YTBOPEHHS IHTIOITOPIB LLISXOM KIIHIYHOIO
Haray i 1abopaTopHUX TECTIB.

Skmo owikyBaHi piBHi aktuBHOcTi Pakropa VIII y mnasmi He pocsrayTo abo sIKIO KpOBOTEYA HE
KOHTPOJIIOETHCS 3 JIONIOMOrOIO BiIOBIHOI JIO3H, CIJ IMPOBECTH TECT HA HAsBHICTH iHTriGiTOPY
(axropa VIII.

V nauieHTiB 3 BUCOKMMH piBHSAMH iHribiTopy Tepamis ®axropom VIII moxe 6yTH HeedheKTHBHOIO,
TOMY JUIs HUX CJiJ PO3MVIIHYTH IHIOI BapiaHTH JiKyBaHHs. JIIKyBaHHS TakMX INAIli€HTIB Mae
MPOBOAMTHUCS Il HAIJIAZAOM JHKapiB, IO MalOTh HOCBiA y NiKyBaHHI remodinii ta inribitopis
®akropa VIII.

[loBinoMieHHs PO yTBOPEHHS IHTIOITOPIB rOJOBHHM YHHOM HAJIXOJMIIH BiJl MALIEHTIB, 10 paHimie
HE JIKYBaJIUCSL.

Iayienmu 3 xéopoboio Binnebpanoa.

[uribiTopu.

Y mnariedrtiB 3 3-M THOOM XBOopoOu BimneGpanaa MOKIHBHIA PO3BHTOK HEHTPATi3yIOYMX AHTHTLI
(1ariditopis) no (akropa Binnedbpanja. Akmo ouikysaHi piBHi aktuBHOcTi VWE:RCo B nna3mi He
NOCATHYTO, a0 SKIIO KpPOBOTEYAa HE KOHTPOJIOETHCS 3a JOIMNOMOIOK BiANOBIAHOI IO3M, CIiJ
TMPOBECTH BIAMOBIJHUIN aHAI3 Ul BCTAHOBJIEHHS HasBHOCTI iHribiropy ®axropa Bimnebpanma. V
MAIEHTIB 3 BHCOKAMH piBHAMH iHriOiTopy Ttepamis ®axropom Bimnebpanma moxke Oytu
Hee()eKTHBHOIO, TOMY JUIsl HUX CJIiJl PO3IJISIHYTH 1HLII BapiaHTH JILKYBaHH:.

Tpombomuyni nooi.

IcHye pu3uk HacTaHHS TPOMOOTHYHHX ITOJIH, 30KpeMa, y Mali€HTIB 3 BIJIOMHMH KIHIYHHMH abo
naboparopHuMH (hakTOpaMu pU3HKY. ToMy, MAli€HTIB CJIiJ| NEpeBipATH HA HASBHICTH PaHHIX O3HAK
tpom603y. Crix posnoyar npodisakTHyuHe JiKYBaHHS MPOTH BEHO3HOI TpomOGoeMOoIil BianoBiaHO
JI0 TOTOYHUX pexomeHpanii. Ockinpkd IMyHAT MICTHTH BIHOCHO BenmHKy Kinbkicth ®akropa VIII
criBBinHOcHO 110 VWF, Jtikap Mae BpaXOBYBaTH Te, 110 TPUBAIA Tepartis MOXKe BHKIIMKATH HaJMipHE
migsuinenns ®axropa VIIL:C. VY naumientis, mo npuiiMaiots IMyHaT, Cliji KOHTPOIIOBATH PIiBHI
®akropa VIII:C B nna3mi g yHHKHEHHS TpuBaioro niasuiueHHs piBHiB ®@axropa VIII:C B miasmi,
1110 MOYKE TIPU3BECTH JI0 MiJBUIIEHHS PH3HKY TPOMOOTHUHHX MO,

[Ipy npusHavyeHHi MakcHMaibHOI 1000BOi 103M MOTPiIOHO BpaxoBYBATH, WIO KilbKICTh HATPIiIO
moke nepeBuiuTH 200 MT i IIe MOYKe 3aITKOINTH TAIli€HTaM, SKi 3HAXOATHCS Ha HH3BKOHATPIEBIH
JUETI. / ~%,
Jimu. 7 i
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IIpenapar ciiy 3 oGepexHICTIO 3aCTOCOBYBAaTH I JIIKYBAHHS JIiTel BikoM Mojofme 6 pokiB, sIKi
mijiaBanucs obmexeHoMy BBy npenapariB ®axropa VIII, ockimbku s wiel BikoBoi rpymnu
Hali€eHTIB ICHYE 0OMeXeHa KIJIBKICTh KIITHIYHUX JIaHUX.

CrannapThi 3aX0¥ /UIA NONEpe/DKEHHs iH(eKUil B pe3ynbTaTi 3aCTOCYBaHHS JIKAPCHKHX 3ac00iB,
BHTOTOBJICHHX 3 KpoBI a0 IiasMH JIOAHHHM, BKJIOYAIOTH BifOIp JOHOPIB, CKPUHIHT OKPEMHX
JIOHOPCBKHX MaTepiamriB Ta MyJiB IUIa3MH Ha cnermdiuni mapkepu iHpeKmii Ta BKIIOYEHHS
epeKTHBHMX BHPOOHMUMX eTamiB JUld iHAaKTHBAIil/3HWKeHHs Bipycis. Hessakaioum ma ue, npu
BBEJICHHI JIIKAPCHKUX IpenapariB, BUTOTOBICHHX 3 KPOBi ab0 Ma3MH JHOAMHU, HE MOXKHA I[LTKOM
BHKJIIOUHTH MOXUTHBICTE mepenadui 30yauukin indekuii, y Tomy umcni nesizomMux abo HOBHX Ha
CHOTOIHI BIpyCiB Ta IHIINX MATOrEHiB.

3axozy, MO BKUBAIOTHCS, BBAXKAIOTHCS YEKTHBHUMH U1 O0OJIOHKOBHX BipycCiB, TaKHX SIK Bipyc
imynonedinuty smomuuu (BII), Bipyc remarury B i Bipyc remaruty C, a Takox Juis
0€3000/I0HKOBHX BIpYCiB, TAKUX SIK Bipyc remartuty A. 3aXojH, HIO BKUBAIOTHCS, MOKYTH MATH
oOMexeHe 3HaueHHS IMPOTH 6e3000JI0HKOBHX BipyciB, TakuxX sk mapsoBipyc B19. Iudikysanns
napsosipycom B19 moxxe 6ytn cepifosHum Uit BariTHHX kiHOK (iHiKyBaHHS IUIOMy) i mozei 3
iMyHOZe(inHTOM 200 MiBHIEHHM EPHTPONOE30M (HANPHKIA, 3 FEMOIITHYHOIO aHEMIEIO).

Cnix posrissHyTH MOXJIMBICTH NpOBeAeHHS wWieluieHHs (Big rematuty A i B) mauientam, sxi
PeryJsipHO/IOBTOPHO OTPHMYIOTH npenapatu Pakropa VIII.

KoxwHoro pasy npu BBe/IcHHI IMyHaTy nanieHTy peKOMEHIyEThCs 3aIUCyBaTH Ha3By Ta HOMED cepii
JIKapchKOro 3acoly s BCTAHOBJICHHS 3B SI3KY Mi MAI[iEHTOM Ta Cepi€io mpenapary.

IMyHaT MICTHTB 130arIFOTHHIHH IPYN KpoBi (aHTH-A Ta aHTH-B). Y nauieHTis 3 rpymnoio kposi A, B
abo AB, micna 6araTtopa3oBoro npuiioMy 3 KOPOTKHMH TNPOMDKKaMH 4acy abo micis mpuiiomy
Ay’Ke BEIHKUX JI03 MOJKE CIIOCTEPIraTHCs reMoJIis.

3acmocysanns y nepioo eazimnocmi ma 200yéamus 2pyooio.

BuBuenns BrmiumBy IMyHaTy Ha penpoayKTHBHICTH JIaOOpaTOPHHX TBapdH HE I[POBOJMIIOCE.
Buxoznsuu 3 HU3BKOI YaCTOTH 3aXBOPIOBAHHS JKIHOK Ha reMo(iiio A, BIICYTHi# JOCBIiZ CTOCOBHO
Bukopuctanas @axropa VIII mix yac BaritHocTi i roayeanus rpymmo. Tomy ®akrop VIII ciia
BHKOPHCTOBYBATH I11J1 Yac BariTHOCTI i ro{yBanHs IPyIIO JHINE, Y pazi, KON KOPHCTH IS MaTepi
nepeBakae HaJl PU3HKaMU BiJ] 3aCTOCYBAHHS /Ul JUTHHH.

30amuicmy ennueamu na wieuOKicmb peaxyii npu Kepyeéanni asmompancnopmom abo iHuuMu
MEXAHIZMaAMU.
IMyHaT He BIUIMBac Ha 3JaTHICTb KepyBaTH aBTOTPAHCIIOPTOM 1 ONEpyBaTH iHIIHMH
MeXaHi3MaMH.

Cnocib 3acmocysanna ma 003u.

JlikyBaHHsI CJTiJi MPOBOAMTH IIiJ] HATJISZAOM JIiKaps, KU Ma€ JOCBiJ y JNIKyBaHHI reMOCTATHYHHX
po3ais.

Hosysanns npu 2emoghinii A.

Jlo3a Ta TpuBamicTh 3aMicHOi Tepamii 3amexuTh Bix BUpaxeHnocTi mediuuty Paxropa VIII,
noxasizaiii Ta iIHTeHCUBHOCTI KPOBOTEHUI, @ TAKOXK KIIHIYHOTO CTaHy Ialli€HTa.

Kinekicte BBeseHoro ®axtopa VIII Bupakaiore y MibkHapomuux oaubungx (MO), mo
PO3paxoBYIOTHCS BIAMOBIAHO N0 MixnapoaHoro crauzapty BOO3 mis npenaparie ®@akropa VIII.
Axtusaicte ®akropa VIII y rutasmi BupaxaeTbess y BifCOTKax (CHiBBiZIHOCHO 10 HOPMATBHOL
TUIa3MH JIOMHH) a00 B MDXKHAPOAHHX OJHHHLX (CHIBBIHOCHO 10 MiXHApOJHOTO CTaHAAPTY ISt
CDaKTopa VIII y nna3mi).

Onua mikaapoxna omuauns (MO) akrtuBHocti @akropa VIII exBiBanenTHa mnmcocn (I)a:!{mpa
VIII B 1 M1 HOpMATBHOT TUIA3MH JIIOMHH.

S

Pospaxynok norpidnoi no3u ®akropa VIII 31iiiCHIOETECS HA OCHOBI eMITipHYHOT qjopMYJm 1 MO A

®axropa VIII Ha kr Macn Tina 30isurye aktuBHicTs ®akropa VIII B nuiasmi npubnusuo #a 2 % Bin

HOPMAaJIbHOT aKTHBHOCTI.
JlosyBaHHs po3paxoBy€eTECs 3a (hOPMYIIOIO:




[l'[orpiﬁﬂa KiabKicTh opuannb (MO) = maca Tiaa (kr) x 6akane 36i.m,memm[

i@axropa VIII (%) x 0,5

KinbkicTs mpenapary, 110 Ma€ BBOAUTHCS, i YaCTOTY BBEJICHHS CJIi{ BU3HAYATH iHMBIIyaTbHO.

Kposomeui i xipypeiune empyuanus.

Y pasi nosBH HaCTYIHHX emi30/iB KpoBoTeui akTHBHICTE ®Pakrtopa VIII He moBuHHA OmycKaTHCs
HIJKYE 3a[aHOro piBHS akTHBHOCTI B muasMmi (y % Bix HOpMmansHoro piBst abo MO/mn) y

BIIMOBiIHOMY TIEPIiOIi.

HaBenena Hmkue Tabaums Moxke BAKOPHCTOBYBATHCs [JIsI BH3HAYCHHA HO3H IIPH KpPOBOTCYAX i

XipypriuHux onepaisx:

Tabnuns 2.
HeoOxinnuii
Crynins kpoBoreui 200 Buj piBeHb Yacrora Beaenus (roaunn)/
Xipypriunoro Brpy4yanust ®axTtopa VIII TPHBAJICTE JIKYBaHHs (JIHi)
(% Bin
HOPMH)
(MO/nn)
Kposoreui
[TouarkoBuii remMapTpos, 20-40 Koxni 12-24 roauHu npoTsIroM npuHaiMHi
KpoBOTe4a y M’s3ax abo poToBiif 1 n0o6H, MOKH HEe NMPHNHUHHUTHECA KPOBOTEYA
HNOPOYKHHHI (mpo mo Oyae cBiguuTH MOCHAOIEHHS
6omo) abo He Oy/1e JOCATHYTO 3arolOBaHHS.
3HayHHM remMapTpo3, KpoBoTeua y 30-60 Koxni 12-24 roaunu nportsroM 3-4 nHIB
M’s13ax abo remaroma abo joBmIe, [0 3HHKHEHH® Oomo 1
BiJJHOBJICHHS JI€3/1aTHOCTI.
KpoBoreui, 110  3arpoxyloTh 60-100 Koxni 8-24 romunn, 1OKH He MHHE 3arpo3a.
JKUTTIO '
Xipypriuse BTpy4YaHHs
Hesnauna onepayis, BKIIOYAIOUH 30-60 Kosxui 24 roauHn npotsarom npHHaiMaI |
BHJ1a/IeHHs 3y6iB 106U /10 3arOEHHS PaHU.
Benuxa onepayis 80-100 KosxHi 8-24 ropgunu, /10 TOCTATHEOrO
(mo Tamicnsg | 3arO€HHsI paHH, MOTIM 7 IHIB Tepamii Juis
ornepaitii) niarpuManHs aktTuBHOCTI Pakropa VIII Ha
piBHi 30-60% (MO/m).

KinbKicTh Ta 4aCTOTY BBEACHHS CJIiJl KOPHTYBATH, BIAMOBIIHO JO KJIIHIYHOI BIATIOBIAI Y KOXKHOMY
KOHKPETHOMY BHINAZKy. 3a neBHuX o0cTaBuH (HampuKiaj, 3a HasBHOCTI iHTIOITOPIB 3 HU3BKUM
THTPOM) MOXYTh 3Ha00uTHCs Oibli, HDK BH3HAYEH] 32 (HOPMYJIOIO, I03H.

V xoxi nikyBaHHS HeOOXiHO NpOBOAUTH BU3HaueHHs piBHs Paxropa VIII y KpoBi s po3paxyHKy
JI03yBaHb 1 YACTOTH IPOBEICHHS 1H’€KIIA. Y BUMAAKY BEIMKHX XIPYPriYHHX BTpy4YaHb 0COOIMBO
BOXJIMBUM € TOYHHMII MOHITOPHHI 3aMiCHOI Tepamii 3a JOMNOMOIOI0 KOaryJsmiiHIX TecTiB
(BusHauenHs KinbkicHoI npo6u aktuBHOCTI Pakropa VIII). Oxpemi nmanieHTH MOXYTh BiApi3HATHCS
3a X peakuiero Ha 3acrocyBanHs Maxropa VIII, neMoncTpyroun pi3uuii nepioyi HamiBBHBEICHHS Ta
CTYIiHb BIZIHOBJICHHS aKTHBHOCTI.

Tpusane npoginakmuyne 1iKy6aHHs.

Jlns TpuBanoro npogirakTHYHOro J'Iil(yBaHHﬂ TDKKOT (hopmu reMOdiTii A peKOMEHAYIOTBCS 103U
20-40 MO Paxropa VIII Ha Kr MacH Tisa KOxHI 2-3 AHi. Y ACAKHX BHIAAKaX, ocoﬁnnno s
HALIEHTIB MOJIOAUIOrO BIKY, MOKe 3Ha00uTHCS OLIbLI YacTe BBEACHHS IIpenapary. "
Iozyeanns npu xeopobi Binnebpanoa.




3amicHa Tepamist IMyHaTOM JUI KOHTPOJIO KPOBOTEY MPOBOMMTECS i3 JOTPHMAHHSM IIPOTOKOJIB
niKyBaHHS reModinii A.

Ockinbkn IMyHaT MicTHTh BiZIHOCHO BenuKy Kinbkicth @aktopa VIII chissiznocHo o vWEF, nikap
Mae BpPaXOBYBATH Te, L0 TPHUBAJa Tepartis MOKe BHKIUKATH HaaMipHe miauiienus @axropa VIII,
1110 MOXK€ IPHU3BECTH JIO MiJJBHILEHHS PU3UKY TPOoMOO3y.

Croci6 3acTocyBaHHS.

JUtst BHYTPIIIHBOBEHHOTO 3aCTOCYBaHHs. IMyHaT CJIiji BBOAMTH [OBLUIBHO BHYTPIIIHBOBEHHO.

[Ipuzomyeanns po3duny.

Jlng mpUroTyBaHHS pO3YHHY BHKOPHCTOBYHTE IIHINE CHCTEMY JUIS BBEJEHHSI, IO HANACTLCS B

ynakoBii. IMyHar iz po3soauTu 6e3mocepe b0 nepe/1 3aCTOCYBaHHAM, OCKIJIBKH BiH HE MICTHTh

KOHCEpBaHTIB.

Ilepen 3acTocyBaHHSIM pO3BEISHHI JIIKapchKHM 3aci0 ciliji Bi3yaJbHO OOCTEKHTH HA HasBHICTH

BKJIIOYCHb Ta 3MiHY Koibopy. Po3unn mae Oytu mpozopuMm abo TpOXH onanecueHTHUM. MyTHi

po3urHH a00 PO3UMHHU 3 0CATOM He CJIiJI 3aCTOCOBYBATH.

[lepen ta micas indysii IMyHaty pekoMmeHayeThesi mpoaesindikyBaTH NPHCTPOI, IO BBOAATHCS B

BEHY, 130TOHIYHHM COJILOBHM PO3YHHOM.

Po3BejieHHS MOPOLIKY JUIsl IPUTOTYBAHHS PO3UMHY JUIS iH €Ki

Cnijt 1OTpUMyBAaTHCS TPaBHIT ACENITHKH !

17 Harpitu 3akynopenuii ¢akoH 3 pPO3UYHHHHKOM /0 KIMHATHOI TeMmepaTypH BOIOIO IS
in’exuii (ue Ginpiue 37 °C).

2.  BumamuTe 3axMCHI KOBHAYKH 13 (DIakoHIB 3 MOPOIIKOM 1 PO3YMHHHKOM (Main. A) i
npozesitdikyBaTu rymMoBi npoOku 060X ¢iakoHis.

3. TlomicTuTH XBHJISCTHH Kpal HpPHCTPOIO JUli MepeHeceHHS Ha (JIakOH 3 PO3YMHHHKOM i
nputucHyTH (Mas. b).

4.,  BupanuTH 3aXUCHE NOKPUTTS 3 1HLIOIO KiHLE MPHCTPOIO UL HEPCHCCEHHS, HE TOPKAIOYHCh
OroJIEHOr'O KIHLIS.

5. IlomictutH (hrakoH 3 PO3UMHHUKOM HAJ ()IAKOHOM 3 IOPOLIKOM 1 BUIBHMH KIHELb TOJKH
BBECTH y ryMoBY npoOky ¢nakona 3 mopowmkoMm (Mai. B). Pozuumnnuk Oyne neperikartu y
(1aKoH 3 TOPOLIKOM 3a paXyHOK i1 BaKyyMy.

6. IIpubmu3no uepe3 XBUIMHY po3'eqHaTH ABa (JIAKOHHM, BHIAIMBIIA IPHCTPIH IS
nepeHeceHHs 1 (akoH po3duHHMKA 3 (uakoHa 3 nopoimkoM (mai. I'). Ockineku mpenapar
JIETKO PO34YHHSIEThCS, 3a HeoOXxizmocri snerka noxurard ¢uaxon. HE CTPYIIVBATHU
®JIAKOH 3 ITPEITAPATOM. HE IIEPEBEPTATH ®JIAKOH 3 IIPEITAPATOM J10
BIUTYYEHHSI NOT'O BMICTY.

7.  llicns npuroTyBaHHS pO3YMHY 1 TNepe] BBEACHHSIM TOTOBHH pO3YMH CJiJ Bi3yaJlbHO
00CTeXXMTH HAa HASBHICTH BKJIIOYGHBH 1 3MiHYy Koibopy. OpHak, HaBiTh IIPH PETEILHOMY
JNOTPHUMaHHI IHCTPYKIIiif OO0 NMPHIOTYBAHHS PO3UHHY 3piJKa MOXYTh BHSBISTHCS ApiOHI
yacTKH. BOHH BHIANSIOTECS 3a IOMOMOrolo (GinbTpa, 110 BXOJHTE 10 KoMmIuiekTy. [Ipn usomy
KOHIIEHTpallis aKTUBHOrO (apMaLeBTHYHOrO IHIPeAieHTa, 3a3HavyeHa Ha ETHKETIl, He
3HHKYETHCA.

BBenenns po3uuHy

Cnizy noTpuMyBaTHCS TPABHII ACENTHKH!

1. Jlns momepe/KEHHsS BBEAECHHSA T'YMOBHX 4acTOK 3 NPOOKH pa3oM 3 JiKapchKHM 3aco0oM
(pusux MikpoemOoii), CliZi BHKOPHUCTOBYBAaTH (IABTPYIOYMY TOJKY, IIO BXOAUTH O
KoMIutekTy. BeraButn (QinbTpyrody roiky B OZHOPA30BHIl LLUMNPHIL, 10 JOAAETLCS, 1 BBECTH
ii yepe3 rymoBy npob6ky (mai. I').

2. Henapmopro 3uaTH wmmpuiy 3 ¢insrpyrodoi ronku. [Ipm HaaXo/pkeHHI HOBIiTPs, miHA Y
(nakoHi 3 KOHIEHTpaToM 3HMKHE. [loTiM BiAiOpaTu po3umH y mmpui yepes QlIbTPyIOdy
ronky (mau. [I). V& :

3. 3uaru mmpun 3 GinETPyI04ol TOJKH i MOBIMBHO BBECTH PO3YHH BHYTPIIIHBOBEHHO
(MakcuMasbHa IIBHJIKICTh BBEJICHHS — 2 MJI/XB) 3a JONMOMOIOI0 CHCTEMH s 1H(Y3iii 200
FOJIKH, 10 JOAAIOThCS.
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Ximiuna i ¢izuuna cTabinbHICTh PO3UHHEHOT0, FOTOBOIO JI0 BAKOPHCTAHHS TIPENapary, CTAaHOBUTh
3 roguuu npu Temneparypi Bix 20 o 25 °C.

Himu.

IIpenapar ciij 3 06epeXHICTIO 3aCTOCOBYBATH JUIS JIKYBaHHS JiTeH BiKOM Moome 6 pokiB, sKi
nifutaBanucs odmeskeHoMy BIumMBY npenaparie Pakropa VIII, ockiibku Juist i€l BIKOBOI IpyId
HALEHTIB iCHYE 0OMEXeHa KibKiCTh KJIIHIYHHX JJaHUX.

Ilepeoosyeanns.

Jlanux o0 cumMnToMiB nepeno3yBanns @axropa koaryssii kposi moaunu VIII nemae.

[cHye pu3UK BUHHKHEHHS TpomMOoeMGomii. PU3HK BHHUKHEHHS IeMOJITHYHOI peaKilii € BUCOKHM Y
MaIieHTiB 3 TPynoio kpoei A, B a6o AB.

Io6iuni peaxyit.

[lizBuiiena 9y TmBicTs ab0 anepriudi peakuii, 10 SKHX MOXKYTh BiIHOCHTHCS aHTiOHEBPOTHYHHI
HabpsK, medis i rocrpuit Oinb y Micui BBeleHHS, 03HOO, NPHUIIMBH, 3arajbHa KPONHUB SHKA,
rOJIOBHMH 0illb, BUCHII, TIIOTOHIS, JIeTapris, Hyl0Ta, HECIIOKiH, TaXiKap/is, BIAYYTTS CTUCHEHHS Y
rpyasX, I3BiH y Byxax, OMoBOTa 1 CBHCTAYE JAMXaHHA. Y JEAKHX BHIIQJKaX BOHH MOXYTb
nporpecyBaTH 10 TsoKKOT anadinakcii (y Tomy umeni moky). [Tanicntas noTpiGHo noBiIOMUTH PO
HEOOXiIHICTh 3BepHEHHSI IO JIiKaps y pa3si NOSBH IUX CHMIITOMIB.

YV nauientiB 3 remodimiero A MOXyTb 3'sBUTHCSA aHTHTina (iHriGitopu) mo Paxropa VIII, mo
KJIIHIYHO NMPOSIBJISIETECS BiICYTHICTIO FEMOCTAaTHYHOTO e()eKTy y BIIIOBIAb Ha MPOBE/IEHY TEpAIiio.
V TakuX BHIIa/IKaX peKOMEHIYETHCS 3BEPTATHCS JI0 CHELiaTi30BaHHX LEHTPIB 110 reModiii.

V mnamienTiB 3 xBopoboio BimneGpanaa, oco6nuBo 3 THIY, MOXKYTh AyXKE DPiIKO BHHUKHYTH
HeWTpanizytoui adturina (iHribiropu) mo @Paxropa Bimnebpampa. Sxmo Taki iHridiropu
BUHHKAIOTh, 11€ MOKE MPOSBJIATHCS HEJOCTATHBOIO KIIHIYHOIO Bianosiyuo. Taki aHTHTiIa MOXKYTh
BHHHKATH Yy 3B’3Ky 3 aHadinakTHuHuMH peakuismu. ToMy, namieHTiB, sKi Manu aHadinakTuyny
peaxIiio, Ciijl MepeBipHTH HAa HasBHIiCTH iHTiOITOPiB. B yCiX TakMX BHIAIKaX PEKOMEHJYETHCS
3BEPHYTHCS JI0 LIEHTPY, IO Creliai3yeTbes Ha reModiii.

ITicnst BBeIeHHsI BEJIMKHUX JI03 MalieHTaM 3 rpynoio kposi A, B abo AB moxe BHHHKHYTH reMoJIi3.
YacroTa BHNA/IKiB MOGIYHKX peakiiii, ski Oyau 3apeecTpoBaHi B pe3yIbTaTi KIiHIYHAX }].GC.TIIJI)KCHI:
Ta MPOTArOM l'[OCTpGCC'IpaIIlHHOFO 3aCTOCYBAHHS HaBeJIeHa HIXKYE Y TaOIHIIsAX.

Kputepii OWIHKH 4acTOTH pO3BHTKY mHoOiumol peakuii npemapary: myxe ugacti (=1/10); wacri
(=1/100 mo <1/10); mewacti (=1/1000 no <1/100); pinki (=1/10000 mo <1/1000); myxe pi
(<1/10000); HeBizoMi (yacToTa He MOXe OYTH BCTAHOBJIEHA 3 HASBHUX JIaHUX).



Kunac cncremn opranis IToGiuni peaxuii Yacrora
BHIIA/IKIB
3 60Ky iMyHHOI CHCTEMH [TizBuImena 9y TInBiCTH Hewacto

3 60Ky KpOBOHOCHOT i
nmimMpaTHYHOT CHCTEMH

Koarynonaris, npurnidenns ¢axropa
VIII

Yacrora HEBigoMa

[lcuxiuni posmagu

3aHEeNOKOEHHS

YacTora HeBizoma

3 60Ky HEpBOBOI CHCTEMH

[Tapacresii, 3anmaMopoyeHHsl, FOTOBHHIH
Oib

YacroTa HeBijzoma

3 Ooky oprauis 30py

HaOpsiku noBik, KOH' IOHKTHBIT

YacTora HeBigoMa

3 GOKy cepeBO-CYAMHHOI CHCTEMH

Taxikappuis, BinuyTTs cepueburTs

YacroTa HeBigoma

I'inoToHis, rimepemist, GigicTs

YacrtoTa HeBizoMa

3 Ooky opraHiB quXaHHs,
TPYAHOX KJIITKH Ta Cepe0CTiHHs

Kamens, 3anumka

Yacrora HEBIiOMA

3 DOKY IIUTYHKOBO-KHIIIKOBOT'O
TPaKTy

Hynora, 6moBanns

YacroTa HeBlgoma

3 60Ky MIKipH Ta MiAMKipHAX
TKaHHH

Epurtema, Bucun, HelipojepMarTur,
cBepOiX, epHTEMATO3HHUIT BUCHII,

YacTtoTa HeBigomMa

NAIMyJI503HUH BUCHIT, KPOITHB HKA

3 6oky onopHO-pyxoBoi cucteMu | Mianris Yacrora HeBijioma

Ta CIOJIYYHOI TKAaHHHH

bine y rpynsx, mackomdopt y rpyusx, Yacrora HeBioMa
HaOpsku (y ToMy 4ucii nepudepuaHuii
HaOpsIK, HAOPSK MOBiK Ta 00IHYUs),
03HO00, peakuii B Micili BBeJIcHHS (B

TOMY YHCJIi 3anajIeHHst), 6k

3arajibHi po3yaau Ta MOpyIIEHHS
B MiCI{l BBEJICHHS

Tepmin npuoamnocmi.
Jlikapchkuii 3aci6 — 2 pokH.
Pozunnnuk (Boxa Juisl in’ekiif) — 5 pokis.

YmoBu 36epiranns.

36epiratu nipu Temneparypi Bin 2 1o 8°C. He 3amopoxysaru! 36epiratu B opuriHanbhiif yrmakoui
3 METOIO 3aXUCTY Rijl cRiTNIA. 30epiraTi B HEJOCTYIMHOMY /Ui AiTell Micui. Y Mekax 3a3HaveHoro
TepMiHy IPHAATHOCTI MOJIMBE 30epiranHs Jikapchkoro 3acofy Ipu KiMHaTHil Temmeparypi (He
Bute 25°C) npotsirom 6 MicsIiiB.

ITicnst posBeneHHs MOXIMBE 30epiraHHs JiKapchkoro 3acoby npu KiMHaTHilf Temmepatypi (e
Buie 25 °C) nporsrom 6 romuH.

Hecymicuicmb

IMyHaT He ¢ 3MIIIyBaTH 3 IHIIHMH JIIKApCHKIME 3ac00aMI Epe;T BECICHHSM.

Cuix BuKOpHCTOBYBaTH NHIIe HaGip /uis iHQY3il, IO BXOAMTH O KOMIUIEKTY, iHAKIIE JiKyBaHHS
Moxke OyTH HeBJanum 4epe3 ancopduito dakropa koarynsuii kposi jromuru VIII Ha BHYTpimHix
NoBepXHAX iHDy3iitHOro obnaaHaHHs;.

Ynakoska.

Ilo 1 ¢naxony 3 nopomxkom (1o 250/190 MO, 500/375 MO aGo 1000/750 MO) y KOMILIEKTI 3 1
(pnaxonHoM 3 pozunHHUKOM (BOAA VTSl iH €Kil 1m0 5 Mt ado 10 mu1) Ta HaGopoM Ul PO3UMHEHHH i
BBefieHHs (1 mpuctpiii ans nepenecenns/dinbrpanii, 1 oxHopasoswmii wmpu (5 mir ado 10 ma), 1
OJTHOpa30Ba roJika, 1 cucrema ais iHdy3iit) y kopooui.

Kareropis Bianycky.
3a peuenToM.



Bupobuuk:
Bakcrep AT, ABCTpisi.

Micuesnaxo/zkennsi BHpOOHHKA Ta ajipeca Micust NPOBa/UKEHHSI Hi0ro AisyIbHOCTI.
[ayctpimrpacce 67, 1221 Binens, ABcrpis.

JaTa 0CTaHHBLOIO Mepersay.



