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Craao:

ditoua pevosuna: coagulation factor VIIT (octocog alfa);

| pnakoH MicTUTB:

250 MO* dakTopa koaryasuii kposi moauun VIII pexomSinanTHOrO (pAHK)**, OKTOKOTY anb(a,
O MICAA PO3BEACHHS CTAHOBUTHL npubausto S0 MO/ma (axropa koaryisuii kpori moamnn VIII
PEKOMOIHAHTHOT O, OKTOKOTY anba:

500 MO* draxropa koary.siii kposi moausn VIII pekombinanTHoro (pAHK)**, okToxory anbda,
1O MiCAs PO3BE/ICHHS CTAHOBUTL npubanzuo 100 MO/ma (hakTopa koarynsiuii kposi moauan VIII
peKOMOiHaHTHOTO, OKTOKOTY a/th(a;

1000 MO* daxropa koaryasuii kposi moaunau VIII pekombinauTHOro (pAHK)**, okTokory ansta,
110 MiCAA PO3BEACHHS CTAHOBUTHL NPHBIM3HO 200 MO/Ma (hakTopa Koaryasuii kposi sroauan VIII
PEKOMOIHAHTHOrO, OKTOKOI'Y anbrba'

1500 MO* daktopa koaryasuii kposi moaunu VIII pekombinanthoro (pAHK)**, okTokory anbda,
1O nicas po3BeseHHs CTaHOBHTL NpuGausno 300 MO/va (hakTopa koaryasuii kposi mommaN VIII
PEKOMOIHAHTHOTO, OKTOKOr'Y albha:

2000 MO* dakTopa koaryaauii kposi moanuu VI pekombinaHTHOTO (pAHK)**, OKTOKOry anba,
WO NicAs Po3BEACHHS CTAHOBHTSL MpHGIH3HO 400 MO/ (haxTopa xoarynsuii kposi moauun VIII
PEKOMOIHAHTHOI O, OKTOKOTY alb(a:

3000 MO* dakropa koarynsiuii kposi noaunu VIII pexombinanTHoro (pIHK)** » OKTOKOTY anba,
IO MiC/IS PO3BEAEHHS CTAHOBHTL NpHEIH3HO 600 MO/Mn (axropa koarynsuii kposi aromiun VIII
peKoM&inanTHOro, OKTOKOTY a'm({)a,

Q0ROMIdICHT penosi; TPErano3a, TICTH/INH, TiIPOKCHMETHAAMIHOMETAH, HATPIIO XJIOPHA, KA/IbIIIIO
XJIOpHA, IIYTaTION (BiHOBICHNIT), noaicopbat 80, maniTon.

* AKTHBHICTB (B Mmuapouum OMHHLIAX ) BU3HAYAETHCS 3 BUKOPHCTAHHAM XPOMOTEHHOT KillbKiCHOT
npoOM MOpiBHSHO 3 BH)"I‘]JI].[]!HM CTAHLAPTHHM 3pasKoM, MO BiAnosizae crannapry BOO3. [Turoma
aKTHBHICTL CTAHOBHUTH NpHdI3no 4000 — 10000 MO/MT Ginka.

% ®@axrop koaryssuii kposi moanun VI BUpoGISETECS 33 TEXHOIOMEID pexomOinanTHoro JIHK 3
KJIITHH s€uHnKa KuTaicbkoro xom suxka (CHO). B MPOLCCi NOCIBY KIITHHHOT KYIbTYPH. HA €T OUMINeHHS
i KIHUEBOTO TPHIOTYBAHHS PEUCTITYPH He 04AKTHCA (ex3orenni) GiakM MOACHKOrO YM TBAPUHHOIO
NOXOIKEHHA,

Jikapeoka dopma. TTopotnok ta posunmamk 11 PO3YHHY 174 iH’ eKILii.
OcHosni d)mrm -XIMIMHI - 671aCmUEOCHIE;  PO3CHIYACTHIT MOPOWOK 6inoro abo Maibke 6inoro
KOJILOPY: NiCas BIAHOBIEHHA — NPO30pHii, Ge3BapBHMil po3unH, BiTbHMI Bix CTOPOHHIX BKIIIOYEHS,

PapmakorepanesTuuna rpyna. Bitamin K 1a inmwi remocratiumi sacobu. @akTop Koaryaauii
kposi VIII. Kon ATX B0O2B D02,



Dapmaronoziuni eaacmusocnii.

Papyakoourantira.

Kommeke dakrop VIII/dakropa BinneOpanaa ckiagaethes 3 ABOX MOJEKYI (cbaux'mpa VIIT i
baxtopa  BinneOpanjga) 3 pisuumn  (isionoriunumu  dyskuismu.  AJBEWUT  mictuth
pekomOiHanTHuil (axtop VIII sropranna (oktokor anbda), raikonporein, wo 6i010riyHo
€KBiBaNEeHTHUH ri1iKonpoTeiny dakropa VIII B oackkiii nnasmi.

Okrokor anba — wue rimikonporein, w0 ck1azaeTses 3 2332 aMiHOKMCIOT 3 NpUOTHIHOW
monekyapHoto macoro 280k/la. Ipu indysiiinomy BBenenni xgBopomy Ha remodiniio pakrop VIII
3B A3y€ThCS 3 (pakTopom BinneOpanna y cucremi kpoBooGiry nauienta. Axtusosanuii pakrop VIII
aie sk kodaktop s akTHeoBanoro (akropa IX, npuckopioioun nepetBopenns dakrtopa X Ha
aktuoBanuii gaxtop X. Axruposanmii daxtop X nepersopioe npotpombin y TpomGin. Ilicis
uboro TpomOin nepetopioe didporen Ha Gidpun, i dopmyerhes didpuHOBHI 3rycTOK. [emodinis
A - 1€ TIOB’si3aHMi 31 CTATTIO CNAIKOBHIl PO371a] 3ropTaHHs KPOBi Yepe3 3HMKEH] PiBHI AKTUBHOCTI
(akropa VIII, wo cnpuunusic npody3ni kposoredi y cyraobax, m’s3ax abo BHYTpilUHIX opraxax.
AKI BUHUKAIOTH CMIOHTaHHO abo B pe3yibTaTi BUNAAKOBOT aGo Xipypriunoi Tpamu. Pieni takropa
VIII B nnasmi 36ibmIyloThes 3a JI0MOMOTOK 3aMiCHOT Tepanil, 3aBAsk¥ AKill THMUAcOBO
koperyerscs aediunt (axkropa VIII i cxuabHicTh 10 KpoBoTeui.

PozBuTOK iHriditopis

Imynorennicts AJIBEWTY ouimosanaca y nauieHTis, 1o paHilie OTpUMyBaiH JiKyBaHHs. B xoxi
KainiyHux BUnpoSysanb 3a yuactio 233 aiteil i mopocaux manientis [aith (Bikom 0-16 pOKiB) i
popocni (Bikom Big 16 pokis)] 3 AiarHo3oM Tskkoi remodinii A (paxkrop VIII < 1 %), skum
MONEPe/IHBO  3acTocyBaBany KoHueHTpauii gaxkropa VIII > 150 guiB ans gopoemmx i jireii
crapuioro Biky i = 50 anis 115 aiTeit < 6 pokis, 0AMH NAlieHT POSBUB HU3BLKHIT THTD inriGiTopa
(2.4 O/ B momudikosanomy ananizi beresna) nicna 26 anis npuitomy AJBEWT. Hactynsi
BUIIPOOYBaHHS iHIIGITOPa v UKOTO NALlieHTa Nicis BUXOLY 3 AOCTIIKEHHS Oy/H HeraTHBHAMH, Y
BCIX JIOCHIKEHHAX cepefHiii BIMB nikapeskoro sacody AJIBEUT criocTepirasest mpoTsrom 97
anis npuifomy (aianmason sin 1 g0 709) y nauientis, siki panime OTPUMYBaJIH JiKyBaHHs. 3araabHa
4acToTa PO3BHTKY Oyab-sikoro inribitopa daxropa VIIT (Hu3bkuii un Bucokwii) cxramae 0,4 % (1 3
233).

ITo 3aBepmieHHi HEKOHTPONLOBAHOIO JocHiTkeHHs v 16 i3 45 (35,6 %) XBOPHX Ha TSKKY
remodinito A (OVIII < 1 %), ski pauiuie He NiKyBaAKCs, IPH 3aCTOCYBAHHI 1OHalMenIe 25 on
thakropaVIII pospusamucs inriditopu (akrtopa VI v 7 i3 45 (15.6 %) NPOABUBCSA BHCOKHI THTP
iriditopa, a y 9 i3 45 (20 %) nposBMBCS HU3BKMIA TMTp iHribitopa, 1 3 skux Mosxe
KAacuiKyBaTUCS AK TPAH3UTHHMIT iHTiGiTOp,

PaxTopamn pusnky, 1o Oyiu 110B'A3aHi 3 PO3BUTKOM iHTiGiTOpa B JAHOMY JIOC/IAKEHHI CTalu
NPACCTABHIKY HEKABKa3bKOT €THIYHOI rpynu, icTopis po3BurKy iHriGiTOpiB B aHamHesi poauuu i
IHTEHCUBHE JIIKYBaHHA [PH 3aCTOCYBAHHI BHCOKHX 1103 npotaroM nepmnx 20 awis. YV 20
JOCHIDKYBAHNX, AKI HE MaaM KOJAHOTO 3 LMX (hakTOpiR pU3MKY, HE GYI0 BHABIEHO pO3BHTKY
iHriditopa.

Byin 3iGpani gani inaykuii imynsor Tonepantroeti (IIT) y XBOPHX, SIKI IPOABMIN TUTP iHribiTopa.
Y cybpocnikenti 3a yuactio jiTedl, uio pasilie He npuiivaai npenapar, [IT-npouenypu 8 11
TaKMX nNauieHTiB Oyau 3anokymeHTOBaHi. PeTpocnexTHBHMI aHani3 Oys s3pobuenuit y 30
mocaimkennsx Ha IIT, a 36ip nannx we BeaeTbes.

V' jocnikenni ABI I0BrocTpokosi npodinakTuuHi cxemu NiKyBaHHs Oyid 3icTaBieHi B 53
NALIEHTIB, WO paHie JiKYBATICA: PeXMM J03YBAHHA  BIANOBIAHO 10 iHAMBiAyaIbHOT
(apmaxokiHeTHKM (B Mexax jianasony Biz 20 go 80 MO (aktopa VIII ua kr macu Tiza 3
iHTepBanamu 72 = 6 roauH, n = 23) i cranaapThuii npoinakTHYHMIT pesxuM 103yBanns (Bix 20 10
40 MO/kr koxui 48 + 6 roaun. n = 30). DapMakoKiHETHKA 3a1€KHTh Bin pesknumy 103yBanHA (y
BIIMOBIAHOCTI 10 (hopmysn) 3 MeToro miaTpumkn dakropa VIII na MiHIMa/ILHOMY piBHI > 1 % Y
inteppani 72 roamuu. Jlami uporo mocuimkenns NOKa3yloTh, U0 ABa NpO(GiTAKTHYHI pexUMM
JI03YBAHHA MOXHA MOPIBHATH 3 TOYKH 30pY 3MEHIUEHHA IHBH,IIKOCTi KpOBGTC"Ii.

€Bponeiicbke MeanuHe areHTCTBO BIAMOBHUJIOCH Bijl OGOB’S3KY MOAATH PE3YIBTATH AOCHIKEHb
o0 nikapebkoro 3acody AJIBEMT y seix miarpynax MejiaTpUIHOro HaceseHns 3 remotinicro A




(Bpokenuii pediunt daxkropa VIII): «Inaykuis imynnoi tonepastHocti (IIT) v nauwientis 3
remodinieo A (spojkennii aediunt daxtopa VIII), sxi Bupobusun inriditopu a0 daxropa VIII» i
«Jlikypanna Ta mpodinrakTika KpoBoTewi y nauieuTiB 3 remodinieio A (Bpomwkenui aediumt
taxropa VIII)»,

Dapmakoxinemurad.
Bei hapmakokineTnyuni 1ocmimpkerns gikapeskoro 3acoby AJIBEMAT Oynu nmpoBeeHi 3a yuacTio
XBOPHX, L0 paHille JikyBaancs Bi TAKKOT i momipHoi remodinii A (mouarkosuii pisens hakropa
VIl <2 %). Ananis spaskis naasmu Oys nposeeHuii B UeHTpaIbHiil 1abopaTopii 3a gonoMoroo
OJHOPIBHEBOr0 aHai3Yy.
3aranom QapmakoxineTnky ouinioBanan y 195 nauieHtis 3 roctporo remodinicio A (moyaTkosmii
pisens paktopa VIII < 1 %): aireii Bikom Bia 1 micsua 10 < 2 poki, miteit Bikom Big 2 10 < 5
pokiB, jiTeif cTapuioro Biky Bia 5 10 < 12 poki, mianiTkis (8ia 12 10 < 18 pokiB) i nopocaux (Bix
18 pokiB i crapiie).

Tabmmus 1.

3BesieHHi 1ani hapMakOKiHeTHUHNX MapaMeTpis nikapebkoro 3acody AJIBEWT y nauienTis 3
TAKKOIO opmoto remodizii A (mouatkosuii pisens haxropa VI < 1 %)

[Tapametp (cepeane Hoonapomxeni | Jitu Jitu crapmoro | ITianitku Jopoci
JHAYEHHA + (n=?~ (n=30) BIKY (n =33) (n=109)
CTaHAapTHE (n=18)

BiZAXMJIEHHS)

Beworo AUC 13621 1180,0£ | 1506,6 +530,0 | 1317,1 =+ 15385+
(MO * roa /an) 311.,8 432,7 438.,6 519,1
Ckopurorane 22406 1.8+0,4 2.0+0.5 2,1 x0,6 22+06
IHKpeMeHTajbHE

BIIHOBACHHA NPH C iy

(MO/aa 8 MO/xkr)"

ITepion HaniBpo3namy 9.0+ 1.5 9,617 11,8+38 12,1 £32 | 129+43
(ron)

Makcumanbha 110,5 % 90,8 = 100,5 £+ 25,6 1076+ | 111,3+27,1
KOHUEHTpalis y 30,2 19,1 27,6

naasmi nicas indysii

(MO/nn)

Cepenniii yac KUTTS 11,0+ 2.8 12,0 £ 15,1 £4.7 15,050 | 16,2 6.1
(roa) 2,7

OG6’em 04+0,1 0,5+0,1 0,5+0,2 0,6+0,2 0,5+0,2
posnoainy y

CTabITbLHOMY CTaHI

(an/kr)

Kaipenc (ma/xr * roa) 39+0.9 48«15 38+1,5 4,1+ 1,0 3.6+1.2
* OBuncmioethes sk C,,, — Oazosuil pisens haxtopa VIII, posainenuit Ha m03y B MO/kr. ne C,.. €

MaKCHMaIbHHM micasiHdy3iftnnm sHaveHnsv daktopa VIII

Besneka i remoctaTuna eeKTMBHICTbL JiKAPCHKOTO 3acoly AJIBEWUT 8 neaiaTpuyHii nomyasuit
AHAJOTIYHA LM NOKA3HHKAM Y 10POCINX natienTiB. CKOPHIOBaHe BilHOBIEHHS | KiHLEeBMii nepioa
HAMBBUBEAEHHS (ti;) Oy npubanzno Ha 20 % HWKYHMH B MOJOIINX JiTeil (MeHIe Hixk 6 pokis),
HIK Y JI0POCITHX, 110 MOsKe OyTH 00YMOB/IEHO YAaCTKOBO BiZIOMMM 30LTbITEHHSIM obeary niasmu Ha
KiJIorpam Baru Tia B MOJOALINX MALIEHTIB,

DapMakOKIHETHYHI IaHi nauieHTis, wo aikysanucs AJIBEHToM, na choroani BIACYTHI.

Kainiuni xapaxkrepucrnkn.

Hokaszanna. _
JlikyBaHHs i mpoginakTuka KpoBOTeu y MALiCHTIR 3 remoinieio A (mpomkenum negpiuuTom
(baxTopa VIII). N




IlIpomunoxaszanns
[inepuyT:MBicTh 10 aKTHBHOT PEYOBHHM YK /10 OYAb-SKOT A0MOMIKHOT PEYOBHHH, 110 BXOIHTH 10
CKaajy npenapary, abo 10 6inkis Muwel Ta xom’ gKis.

B3aemooin 3 inwuntu aikapeskusu 3acodasmu ma inmd suou 83aemooiil.
Bsaemonis npenapaty AJAIBEUT 3 inwmnmu aikapcbkumu nipenapatamu HeBizoma.

Ocodaueocmi sacmocysannis.

Ff!?t’])‘ﬂ"”?.?NBJ'-L'H?{)

Y Jeskux BMNaAKax Npu BeedeHHi Jikapcbkoro 3acoby AJIBEMT Bunukamy Tawki azepriyui
peakuii, BKmoyawouM auadinakciio. Ilpenapar MiCTUTH HEBENNKY KiNbKICTh OiNKa Muei i
XOM'SKiB. SIKIIO BMHMKIH CHMITOMHM TiNepuyTIMBOCTi, MALEHTAM Ciia HeraiHo TIPUITUHUTH
3aCTOCYBAHHS Npenapary i 3BepHyTHCs 10 cBoro Jikapa. [TauienTn nopuuui 6yTv npoindopmosani
PO paHHi 03HaKM peakuii rinepuyTaMBOCTI, Taki K KpONMB’sHKa, reHepaiizoBata KPOTHB' SIHKA,
CTHCHEHHS B AIIAHIN MPYIHOT KAITKIL, 3a/M1IKa, FiMOTOHIs i aHadinakcis.

Y BHnajsikax woky noTpibHo po3nouaTH 3aradbHi MPOTHILIOKOBI 3aX0IH.

Poseuniok ineiimopie

YTBOPEHHS HEHTPANI3yIOYMX aHTHTIN (iHriBiTOpiB) 10 DakTopa VIII € BiAOMUM YCKIaAHEHHAM Ty
JiKyBaHHI XBOpHUX remodinicio A. Llumn iuriitopamu 3azeuuaii € imyHornodyninn IgG,
CIpAMOBaHI NPOTH Mpokoarynsiiinoi aktusHocTi dakropa VIII, sxi BUpamaloThes B OXMHMLIAX
beresna Ha mMa nuasmu 3 BUKOpHCTAHHAM MoAM(iKOBaHOro anamizy. Y nawuieHTiB 3 po3BATKOM
inribitopis g0 dakropa VIII, MoiMBa HeZOCTaTHs KIiHiYHa peakuis. B Takux Bumagkax
PEKOMEH/IYETBCA 3BEPTATHCA 10 CrellializoBaHnX ueHTpis remodinii. Pusnk possutky inri6itopie
nos’a3anni i3 snamsom ¢axtopa VIIL npu npoMy BiH MakcHMaIbHUIA y nepuri 20 1HiB, Ta 3
HIWMMH TEHETHYHIMM | exosoriunumy gaktopavn. Y piakicHux Bunagxax iHribiTopn MONKYTH
possuBaTUcs nicas nepmux 100 auis nikyBanys,

CrocTepiranucs BUIAJAKK PeLMIuBY PO3BUTKY iHTIGITOPIB (3 HU3LKUM THTPOM) TC/s MEPEXoiy 3
OAHOTO npenapary pexomOinanTHoro pakropa VIII Ha iHmmil y nauieHTis, wo paHine mpOXoAMIH
NikyBaHHsA, npoTsroM Oinbiie uik 100 aniB, Yy AKMX B aHamHesi CIIOCTEPIraBcsi PO3BUTOK
iribitopis. Tomy noTpiGHO BeCTH peTenbHe CNOCTEPEKEHHS 3a NALIEHTAMU Ha NpeaMeT PO3BHTKY
iHriGiTOpIiB Mic/s 3MiHM JiKapCLKHX 3ac00iB.

3aranom HEOOXIAHO BECTH peTellbHe CMOCTEPEsKEHHS 3a MallieHTaMH, SIKi [POXOASTH NiKYBaHHA
pekomOinanTHnM daktopom sropranns kposi VIII, Ha npeamer PO3BUTKY IHTIBITOPIB minsgxom
NPOBEACHHS BIAMOBIAHUX KIIHIMHUX CIIOCTEPEKeHb i 1aBOpaTOpHUX aHamiziB. SIKuIO OUiKyBaHi
piBHi akTMBHOCTI haktopa VIII B rmaa3Mi He J0CSTAIOTHCS a60 K KpPOBOTEYA HE KOHTPOMIOETLCA
BUINOBIZHOKO /103010, MOTPIGHO MpOBECTH TecT HA npucyTHicTs (akropa VI V nauientin 3
BUCOKHM piBHeM iHribiTopa 3amicna Tteparia dakropom VIII moxke 6yTn HeedeKTHBHOW, TOMY
HOTPIGHO PO3TMAHYTH iHLI MOXKIHBI MeTOAN NikyBaHHs., KypHpyBaTH Takux NaiiieHTiB MOBMHEH
JiKap 3 10CBiAOM JiKyBaHHs nallienTis 3 remoditieto Ta inriitopamu daxropa VIIL.

Yexknaduennn, nog szanni 3 kamemepuzauie

AKWO HeoOXiaHmit ueHTpanbHuil BeHosnuilt npuctpiii (CVAD), NPUCYTHINR PHU3UK BMHMKHEHHS
CVAD-NoB's3aHOr0 yCKIaaHEHHs BKITIOUAIOUN MicueBi indekiii, GakTepiemiio i TpomO03 B Micui
KaTeTepu3alii.

Daxmopu, o noe’A3aHI 3 QONOMINCHUMN PEHOGUHAMI

[Ticas possenenns nikapebkuii 3aci6 mictuts 0,45 MMone Hatpito (10 Mr) Ha ¢dnaxon. 1le Baprto
BPaXOBYBATH, AKILO NALIEHT nepedyBac Ha KOHTPOILOBAHIi HaTPieBil ieTi.

B iuTepecax nauieHTiB peKOMEHAYETHCA 10 MONIMBOCTI NPH KOKHOMY BBEICHHI npenapaty
AIBEMT sanmucysaty na3sy i nomep cepii (naprtif) nikapcbkoro 3aco6y au1s Toro mo6 MoskHa Oy10
NPOC/IIKKYBATH 3B' 30K MiK peakiieio maiienTa Ha e AikapcpKuit 3acid 3 neBHOT mapTii.

imu
3acrepexenns Ta 3axo;m Gesneku U iTell He BiAPIZHAIOTHCS Bia TAKHX IS AOPOCTINX,



3acmocyeanus y nepiod eazimuocni ma 200veantst 2pyooio,

Brime daxropa VIII va perpoaykrieuicTs 1abopaTOpHUX TBAPUH He BHBUAIM. Yepes HH3ILKY
HACTOTY 3aXBOPIOBAHHA KIHOK remModiticio A BicyTHIli 10CBiA CTOCOBHO 3acTOCYBAHHS thakropa
VII niig yac BariTHOCTI i royBaHHg rpyuuo.

30amuicmy enameamu na weudKicns peanyii npu Kepveanni ASMOMPAHCIOPIMOM 00 My
Mexaniznanit,
AJIBEWT ne BnmBae Ha 3j1aTHiCTs KepyBaTH aBTOMOO11EM a00 IHIIMMH MEXaHi3MaMiL.

Cnocid zacmocysanns ma 003u.

JlixyBanHsi Cain MOUMHATH Ml HANISAOM JiKaps, AKMil Mae J0CBiA B JKyBaHHi remodinii, 3a
HasBHOCTI peaniMauiifnnx yMos /115 Heraiftoi JonoMoru npn anadiakcii.

Hoszysanns

Jlosysatus i TpuBanicTe 3amicHol tepanii sazexuTh Bin piBus aediumuty dakropa VIIL micis i
MaciuTabiB KpOBOTEU, 2 TAKOXK Bijl KJIIHIUHOTO CTAHY NallieHTa.

Kinbkicts ojuniue daxropa VIIL 1m0 BBOAMTECS, BUPAKACTHCS B MDKHAPOAHHX oAuHALAX (MO)
3riaHO 3 uMHHMM cTanzaprom BOO3. Akrusnicts ¢akrtopa VIII y maasmi BHpakaeThes abo y
BiJICOTKaX (L1070 HOPMalLHOI JI0ACkKOT niasmn), abo B MO (11070 MIZKHapOIHOIO CTanaapry
(axropa VIII y naasmi).

I mizknaposna oansis (MO) axtusiocti daxtopa VIII ekBiBasieHTHa KiTbKOCT] dbaxropa VIII B |
MJ1 HOPMaJIbHOT JI0/ICBKOT TL1a3M K.

JAixysanns npu neooxionocni

PospaxyHok HeoOXxiznnoi a03u dakropa VIIT GasyeTbest Ha eMIipHYHUX Pe3yIbTaTaX, BLIOBIIHO 10
sxux 1 MO gakropa VIIT wa kinorpam macu tina nizsuutye aktusnicts paxtopa VI ua 2 MO/ax
naasmMu. Heodxijna 1103a BH3HaYaeThesa 3a (POPMYJI0I0:

Kimsricmo 6sedenux oounuys (MO) = aaca mira x ouikyeane spocmanns paxmopa VIII{ %) x 0,5

Y pasi nactynuux remopariynnx sunagxis daxrop VIII akrusHOCTI He noBHHEH OIyCKaTucs
HWKYE TIEBHOTO PIBHS aKTHBHOCTI naasmn (y % sig Hopmanshuux aGo MO/mn) Y BIAMOBiAHMI
nepiofl. Huskuenaseteny tabmiiio 2 MoKHa BUKOPHCTOBYBATH AK OPIEHTHP Y BHINIAAKaX KPOBOTEY i
NP XIPYPrIvYHAX YTPYYaHHSX.

Tabnuiw 2.
Cxema 103yBanis y BUITAIKAX KPOBOTEY i NIPH XipYPriunux yTpy4aHHsX
Cryninb KpOBOTEHi/ mnl INorpitua nikosa akTshicTs | Yactora  BBeienns  (roann)/ TPUBATICTh
xipypriunoro srpynaniis taxropa VIIT k kpori nieas  |repanii (8 ausx)
| inhy3it (% ado MO/1.1)
Panniii remaptpos, v's308a 20-40 [Mosroproiite in"exuil kosxni 12-24 rogmnu
|kpoBoreua ado KpPOBOTEHA B (Bin 8 210 24 roaus nanicntam Bikom 10 6
ipumaii& NOPOKHHHIL POKIB) NPOTATOM IHOHATIMeHIIE | THS. MTOKH He

IPHITHHITLCA KpoBoTeua afo He Gyae
JIOCATHYTO 3aroloBaHu ..

Ili1Butennii reMaprpos, M s308a 30-60 Tosropiofite i exuii koxui 12-24 roguiin
KpoBOTEUd abo remarosa. (i & 10 24 roaus nauicnTam Bikom 10 6

| poKiB) npotsrom 3—4 auis abo Giaslre, noku

i i 1 ) ) He Syayrs yeynesi Ginb un HeaiesaarnicTs.
3arpo3uBa /1S KUTTA KpoROTEUA. 60-100 [Tosropioiite in"exuil komni 8-24 roamunK (sin
8 10 24 roaun pauicnram Bikom 10 6 pokis),
[TOKH He DYy/le YCYHEeHa 3arpo3a 118 KUTTA.

Xipypriune sTpyyanys

Hesnayne, B romy $ncai 30-60 Kosxni 24 roaunn (Biz 12 10 24 roaus
BU e A 3y0iB NAEHTAM BIKOM 10 6 POKIiB) NPOTATOM He
mere | 106m, nokn He Gye 10CarnyTo
! 3ArOI0BANHA,
Jnavte RO-100 [Mostopioiite in exnil kosui 8-24 roaunn (sin |

(nepe onepauieio i nicas |6 20 24 ro:utH nauiedTaM Bikom 10 6 pokis)



onepauii) 70 @1€KBATHOrO 3aroOBaHHs, 1ani
nponopkyiite aikysauns. 1lloHalivenme
(MPOTAroM 7 AHIB A% NIATPHMKM aKTHBHOCTI
‘rjmmopa VIII 8ia 30 % a0 60 % (MO/an)

Ho3a i yactoTa BBes€HHS MOBUHHI GyTH MixiGpaHi BIANOBIAHO 10 KIiHIYHOT CHTyalil B KOKHOMY
KOHKpeTHOMY BuMAZKy. Ilpu nesnux obcraBuHax (Hanpukiaj, HasBHICTH iHriGiTOpa 3 HH3BKMM
THTPOM) MOJKe OyTH HeoOXiaHOIO Giabiia 103a, HiK PO3paxoBaHo 3a thopmyor.

ITin yac Kypey JiKyBaMHS JOUINLrO BH3HAYMTH piBHi daktopa VIII y ruasmi. Pexomennyerscs

KOHTPOJTIOBATH BRBEJICHHA 103H 1 HACTOTY MOBTOPHMX iH'€KUiil. PerenbHnii KOHTPOJIb 3aMicHOT

Tepanii 0co0IMBO BaKAMBHIl v BUNAJKax MacluTabGHOT Xipypriunoi onepauii. Oxpemi mauieyTi

MOXYTb BLAPI3HATHCS peakuieio 10 daktopa VIII, nocsramoun Pi3HHX PIBHIB BiJIHOBNEHHS in vivo 3

pi3HuMK nepionamu Hanisposnany.

[Ipodhinaxmuxa

Aas mpodimaktukm KpoBoTe€u Y nDarieHTIB 3 remModiiielo A mpoTArom TpuBamoro mnepioay

3aCTOCOBYIOTH 1031 Bi/1 20 10 40 MO aktopa VIII Ha kinorpam macy Ttina 3 iHTepBanoM Biag 2 1o 3

JIHIB.

Cnoci 3acTocysanns

AIBEWT cain BBOANTYH BHYTpiUIiboBeHHo. LIBNaKicTs BBEIEHHS TOBMHHA Oy TH KOHTPOJILOBAHOIO

ans 3abesneyenns KoMMopTy nauicHTa, Makeumym 10 MI/XB.
Posunnatd  aiodinizopannii npenapatr noTPiGHO CTEPUITIZ0BAHOK BOIOIO AN iR eKuiil 3a
AOTIOMOTOO TPHCTPOIO 11 PO3HHHEHHS, AKHA BXOAMTH 10 KOMMIeKTy. PO3umH noBuueH Gyrh
YHCTHM, MPO30PUM, Oe30apBHuM, BITLHMM BijJ CTOPOHHIX AOMIlLOK i MaTH pH Bin 6,7 a0 7,3. L1a
BBCICHHS CII1JL BUKOPHCTOBYBATH WINPHIL 3 HAKOHeUHMKOM THity Jlioep.
Bukopuetati npenapat npotarom 3 roaun micas posdnHeHus.
He oxonoukyBati nmpenapar nicia posuuHeHHs.
Hesutkopuctannii npenapat aGo BiAX0M 3HULMTH Y BiANOBIAHOCT 3 MiCLEBHMHU NpaBUIaAMH,
He sukopucroBysatu npucrocysanis BAKCJ/DKEKT 11, skuio cuctema cTepunsHoro dap’epa abo
YIAKOBKA MAaKOTh O3HAKH VIIKOKEHHS.
Poszsedenms 3 npucmpoent BAKC/DKEKT 11
- [ns poseeneHns BUKOPHCTOBYIOTH TifAbKH CTepUi3oBaHy BOAY M iH' €Ki, B yNaKoBui
nepeadaveHo NpuCTpii LIS PO3BEACHHS.

- He Buxopucroeysati npnerpiit BAKC/IKEKT 11, axkuio cucrema cTepuiabHoro dap’epa abo
YNaKOBKa MOWIKOKEHI abo € HIlI CTOPOHHI JedexTH.

- TloTpiGHo noTPUMYBATHCH NPABMI ACENTHKH.

I. Skwo npenapar 36epirascs B X0J10AMABHUKY, Bi3bMiTh nopomok AJIBEWT i ¢nakonn 3

PO3YMHHUKOM 3 XOJIONIBHIKA | HEXall BOHH 10CATHYTH KIMHATHOT TeMnepaTypH

(6amskpko 15-25 °C),

PeTeabHo BUMuMIiTE PYKU 3 MUJIOM 1 TEMIOK BOAOK.

3HIMITB KPHILIEUKH 3 (JIAKOHIB 3 MOPOIIKOM Ta PO3YHHHHKOM.

OumctiTe npoOKK 3a J0NOMOrol0 TAMIOHIB 3i cnuprom. [loctasre drakoHn Ha muiacky

TIOBEPXHIO.

5. 3HIMITh 3aXMCHE NOKPUTTS 3 YIIAKOBKM npuctocysanusi BAKCIDKEKT I1, ne Topkaiouncs
BMicTy ynakoBku (Man. 1). He suitvaiite BAKCJDKEKT 11 3 VITAKOBKH,

6. TlepeBepHiTh YNakoBKY i BCTaBTe npo3opuii nuactikosHii 3ybeus y npobxy dnakona 3
PO3YUHHUKOM. BisbMiTh ynakoBky 3a kpaif i 3uimiTs iT 3 npucrocysanns bAKCJDKEKT 11
(Man. 2). He Bupansiite cuniii KOBNauok 3 npucTOCYBaHHS BAKCJDKEKT 1II.

7. Jas po3BejenHs BHMKOPUCTOBYIOTh TLIbKH CTCPMIIbHY BOAY AiA iH €KUM i mpucTpiit aus
PO3BCICHHA, BKIaAcHWH B ymakosky. [IlepesepHith cucremy 3 NPUCTOCYBAHHA
BAKCIDKEKT 11, npueananoro a0 ¢gnakony 3 PO3YMHHHUKOM Tak, wob ¢akoH onuHUBCS
Haa npuctpoem. Berasre Oinmil niacTukoBuit 3y6enns y npodky ¢naxona 3 npenaparom
AJIBEUWT. Bakyywm BTsirHe po3uMHHHK Y (IAKOH 3 npenaparom AJAIBEUT (man. 3).

8. ObepexHo nepemiwaiite 10 MOBHOTO PO3YHHEHHS npenapary. Bnepnitses, mo AJABEUT
PO3UMHUBCS  MOBHICTIO,  IHAKINE AKTHBHA PEUOBMHA He mpolige uepes ¢iabrp

P
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npucrocysants. [lpenapar wiBnako posuunseTbes (3BMYaiiHO MEHIIE HDK 3a 1 XBWIMHY).
[licisi posBeneHHs PO3UUH NMOBUHEH OYTH YUCTHIL, TIposopuii i BiAbHMI Bix CTOPOHHIX
JOMILIOK.

Man. 1 Man, 2 Man. 3

- ' l

Beedennsn

Horpumyiitech npasui acenTky,

Jlikapebki 3acobu A1 napeHTepaibHOrO 3aCTOCYBaHHS CIIij MEpeBipATH Ha HASBHICTh TBEPAMX

4acTOHOK Ge3rocepeIHbo Nepea BHKOPUCTAHHAM, SKILO Lie J03BOISE PO3UMH i (IaKoH. [TorpibHo

3aCTOCOBYBATH TiNILKK NPO30puii | 6e36apsumii po3umH.
I. 3uimith cuuili koenayox 3 BAKCJDKEKT II. He wnadupaiite noBiTps vy wnpuiL.
[Tpueanaiite mnpuu 1o BAKCJDKEKT I1.
2. [epepepHiTh cucTemy ((h1akoH 3 KOHIEHTPATOM Mae GYTH 3BEpXY). Habepith koHueHTpar y

LINPHIL MOBUILHO NMOTATHYBIIN MOPIIEHD.

Bin'eanaiite wnpui.

4. Ilpuennaiite MeTeK roaky 10 wnpuua. Beeaits BHYTPiLHBOBEHHO. [Ipenapar moxna
BBOAMTH 31 WBMAKICTIO He Oinbme 10 ma 3a xsuamny. Tlepen 1a mix uac BReneHHS
nperapaty AJIBEWT Tpeba BHMIpIOBATH 4acTOTy mnyjibCy. MOXIHBE CyTTeRe
MiABMIIEHHA YaCTOTH MYJbCY, 10 3BHYAIMHO WIBHAKO MUHAE NPy 3HUKEHH] HIBUAKOCTI
BBEJIEHHS ab0 TMMUYACOBOMY NEPEpPHBAHHI 1H €Ki,

fad

3 MIKPOBIONOriuHOT TOUKH 30pY, MICIs PO3BESHHS fnpenapar ¢/1ia BUKOpUCTaTH Heraiino. [Tporte
Oyiia nponemoncTpoBana xiMiuna ta disuuna cTabinbHICTD MKapCBKOro 3acoly micls BiaKpuTTs
YIAKOBKH MPOTAToM 3 roAuH npu remneparypi 25 °C.

Brpoaos:x tepminy npuaatocTi npenapar moxe 36epiratics npu KiMHaTHiit TeMnepaTypi (1o 25
°C) npoTsiroM oZHOro mepiojy, 1o He nepeBuuLye 6 MmicsuiB. 3aBepiieHHs TepMiHy 6 Micaiis
30epiraHHs NpH KIMHaTHil Temnepatypi nMoBMHHO OyTH BiaMiueno Ha KapTOHHIH ynakoBii
JTiKapchkoro 3acofy. ITpenapar He MOXHA OBEPTATH 10 XOJOMMIbHUKA 3HOBY.

i,

3acreperkenns Ta saxoaw Oesnekd Ans aiteii (10 18 pokis) He BIAPI3HAIOTBCH BiA Takux JUis
A0pOCAHX. V TIALIEHTIB BIKOM Bi 6 poKiB 1715 npodinakTHki 3acTOCOBYIOTh 1034 Bia 20 10 50 MO
thaktopa VIII Ha Kkinorpam macw Tina Bia 3 10 4 pa3iB Ha THKCHD.

ITepedosyeanns.
Hemae noBigomiens npo cuMnTomi nepeo3ypanns npenapary.

Ilo6iuni pearuii.

Knitiiuni - Bunpobysanns  sikapeskoro 3acoby Bkmouann 418 AOCHI/UKEHb  OJIHOPA30BOrO
3aCTOCYBaHHA Aikapchkoro 3acobyAJIBENT i3 nposisom 93 noGiummx peakuiit. Yacri Hebaxani
NoOI4HI peakuii BKMOUAIN PO3BHTOK HEHTPani3ylOumx aHTHTIN 110 (axropa VIII (iuri6itopis),
roJI0BHUH Ginb 1 IMXOMaHKY,

linepuyrampicts abo amepriuni peaxuii (mio MOXKYTh BKIIOUaTH Habpsak Ksinke, cpepbix i
NOYEPBOHIHHA B Micli iHDY3iT, 031008, noyeproHinus, eHEepali3oBaHy KpOMHB'AHKY, COJOBHMIT
Oine, kponuB’aHKy, rinotensiio, nerapriio, HYJOTY, HECIOKIH, Taxikapailo, BakKiCTh y rpysx,

-



OIOBAHHA. XPHIIM) CIIOCTEPITaIUCA PIAKO, Y ACAKHX BHMAAKAX BOHM NpOrpecyBaiu 10 rocTpoi
anadizaxcii (BKIOUAIOUH WOK).

Y pasi noasu antutia o Giaka muwi abo XoM'SuKa MOKYTh CMOCTEpIraTuest CyIyTHI peakuii
rinepyuy MBOCTI.

Y naiieHTiB 3 remodiiicto A MOKyYTh POIBUHYTHCS HEHTpati3yloui aHTHTING — iHridiTopn daxropa
VIIL SIkuwo BUHUKAKOTH TaKi iHriGiTopH, KiiHiuHa peakilig He Oyje A0CTaTHBOW. Y TAKHX BUNAAKAX
PEKOMEHIYETBCA 3B SI3aTHCE i3 CrIEUiali3oBAHUM LEHTPOM remodirii,

HacToTa po3BuTKY NoGiuHMX peakiliii y KAHIYHUX J0CTIIKEHHAX Ta Y nicaspeecTpauiituii nepion
HaBe/ieHa Huxue y Tabauil,

Kputepii ouinku yacrorn poseirky noGiunoi peaxuii npenapary: ayxe vacto (>1/10); yacto (=
17100 1o < 1/10): meuacro (> 1/1000 10 < 1/100); piako (> 1/10000 xo < 1/1000): nyxe pingko (<
[/10000); neBizoMo (He MOKe OYTH BCTAHOB/CHA 3 HASBHUX JAHMX).

Cucrema oprauin [IpioputeTHmii Tepmin Yacrora"
Indexuii I'pun HeYacTo
Jlapuurirt HE4acTo
Jlimpanrit HeyacTto
Posnaan iMmyHHOT cHeTeMu AnadinakTiyna peaxiis HEYacTo
TTiaBuIIEHA YYTIUBICTD' HEBIIOMO
Po3snaan HeppoBoi cuctemu ["onoBuuii 6ine 4acTo
3anamopoyeHHs 4acTo
[ToripwenHs nam’sri HeyacTo
Tpemop HEYacTo
Mirpens HEYacTo
Jucressis HEYacTo
[Topyienns 3opy 3ananeHns oueii HEYacTo
Cyaunnni posnaau ["'emaToma HEYacTo
[Ipunaus kpoBi 10 06au4us HEYacTo
baigicTs HEeYacTo
Pecniparopui, TopakaibHi i 3aauiuka Heyacro
MeJliaCTHHAIBHI po31aan
[ nyHkoBO-KHIIKOBI po3niaan Jiapes HEYacToO
Boai y BepxHiii yacTuHi sxuBota HeyacTo
Hynota HEYacTo
bmoBanns HEYacTo
YpaxeHHs WKip 1 nimukiprot CrepOixk HEYyacTo
TKaHHHH Bucun HEYacTo
linepriapos HEevacTo
[TesowkoBuii aepmaTur HEYacTo
3araibHi po3naau Ta ypakeHHs Miciis [ineprepmis HACTO
BBE/IEHHS] [Tepudepiiinuit nabpsak HEYacTo
Bink y rpyasx HEYACTO
3actvia HEYacTo
[Torane camorouyTrs HEYacTo
Broma HEBiOMO
Juckombpopr HEBIIOMO
JlabopaTopHi nokasuuxu [Tosutushuii ananis va anTuTiza a0 4acTo
aktopa VIII®
[TiaBninenuii pisens anauin- HEeYacTo
amiHoTpaHcdepasm
31111}:&1{;“‘& piBens (haxtopa koaryaauii HE4acTo
VIII




[TuBAIeHNH reMaTOKpUT HEYacTo
[Toraui pezynprary 1aGopaTOpHHEX aHANilie | HeuacTo

Tpasmu, orpyenns i npoueaypHi [Ticasmpouenypsi ycKiaaHeHHA HEYacTo
YCKITaAHCHHS [Ticisnponenypra kxposoTeua HEeyacTo
| Peaxutis v micui BBeAHHHS HEYacTo

“Pospa\unauo H& OCHOBI 3aranbHOT KITLKOCTI XBOPHX. SKi OTPHMYBATH AJIBEUT (418).

" Hecrioniaue 3HukKeHHS piBHS qmmopa VIIL sropranssa kposi Binfynaocs y 0aHOro nauieHTa nia yac
6esnepeperol iHdy3ii npenapary AJIBEMT nicas onepauiiinoro BrpyyanHs (micns 10-14 auis). Bye
MIATPUMYIOUKI remMocTas Bech vac v teid nepion, i piBHi paxropa VIII y nnasmi ta knipenc TIOBEPHY.IHUCA 110
BIANOBIAHMX 3HaueHb HA 15-i nens nicas onepauii. Ananis inri6itopa axropa VIII 6ye nposenenuii nmicis
3aBepuieHHs OeanepepBHoT iHdysil, i pe3ynbTaTh gocaimKenHs 6YaN HeraTHBHUMH,

“‘TloGiuni peakuii, onucani y posaini nuskve.

Onuc oxpentux nobivnux peaxyii

Poszeumox ine f(’)'imopie

PossuTok iuribiropie cocrepirascs y mamientis, sxi nonepeanso NPOXOJAMIM JIIKYBAHHS 1 Y THX,
O HE OTPUMYBAMM IiKyBaHHS. [leTanbHO AMBHCH posfinn «PapMakosoridsi BIIACTUBOCTI»,
«OcoGIIMBOCTI 3aCTOCYBAHHS», «IIpoTunokazanus.

Hebaxcani nobiuni peaxyii 0o 3aruuxie 6id 6 mpoommoeo npoyecy

Y 229 nauientis, Mo NpOXOIMIM JIKYBAHHS, 0CIPKYBATH HASBHICTD AHTHTLT 10 GLIKOBHX KITITHH
KuTaficbkoro xom suxa (CHO): 3 nanienty nokasanm ctatuyno 3HAUyITy TEeHJIEHNIIO B TUTpaXx, y 4
NalieHTie OyIM CTiHKI mikm ado nepexizuuii mikoBmil moTeHuian, i 1 MANEHT MaB OMHOYACHO
OOM/IBA MOKA3HUKM, &€ KOJHUX KJIHIYHUX cUMITOMIB. 3 229 mamicHTiB, sKi Oynu neperipeHi Ha
aHTTiTa g0 mumadnx [gG. 10 mokazaniu CTAaTHYHO 3HAYYINY TEHAEHINIO [0 3pOCTaHHA, 2
NPOAECMOHCTPYBANHK CTilfkni mik abo nepexixuuii mikoBuii moTenmian i 1 nagieHT MaB 0JHOYACHO
0OMJIBA NOKA3HUKH. 4 MAIEHTH NORBIIOMUIN PO OKpeMi BANAIKH KPOITUB SHKH, CBEPOLK. BHCUIH 1
A€o MIBHIIEHY KUTBKICTb €030 HOMUIIB NP NOBTOPHUX 3aCTOCYBAHHAX JiKapcEKOTo 3acody.
FI'inepuymaueicmo

Anepriuauii THN peakniil BKIoyae anaditakciio i mposiBIseTses 3aMaMOPOYEHHSIM, NapacTe3isaMH,
BUCHIIOM, TIOYEPBOHIHHAM, HaOPIKOM 08.1H9us, cRepoerKeM.

Himu

Oxpim yTBOpenns inriGiropis y aiteif. mio pamime He OTPHMYBAIM JTIKYBAaHHS, Ta YCKIaJHEHb
[OB’A3aHUX 3 Kai re"repuaamrm He BHSBJICHO BIIMIHHOCTeH y mOGIMHMX peakmisx, sxi Gyim
BLA3HAUEH] B KIIHIYHMX JOCTIKEeHHSAX.

Tepmin npuoamnocmi,
2 pOKH.
Posunnnuk (Boaa ast in’exuiit) — 5 pokis.

¥YmoBn 30epiranus.

30epiratu npu TemInepary piBin 2 1o 8 °C. He 3amoposkysatu! 36epiratu B OpUTIHANBHIN YIaKkoRIi
3 METOIO 3aXHCTY B CBITJIA,

30epirati y HeOCTYNHOMY LIS AiTel Micli.

Hecymicnicme
3a BIACYTHOCTI JaHMX IMOAO CyMICHOCTI mpemapar He ciin 3MIIYBATH 3 iHITMMH JiKapChKUMHE
3aco0amu ab0 pPO3YMHHHKAMH.

Ynakoeka. AT
o 1 gnakony 3 nopoukom anst posumny a1 in"exuiii (mo 250 MO, 500 MO, 10 0 Mb ISOO
MO 2000 MO a6o 3000 MO) y kommuiekTi 2 1 ¢iakoHOM 3 PO3UYMHHHKOM (5 M @mg;ma g\ :

iH"€Kiii) Ta o 1 npuetocyrannio a1s pozunnenns BAKCJDKEKT 11 Y KopoOui.| % = 1\ e g }_..-'f.

Kareropis Bianycky.



3a penentom.

Bupobunk.
bakcanra bermkiym Manydexrypinr CA.

Micneznaxokennst Bupodnuka ta Horo axpeca Micus npoBaKeHnst TisIbHOCTI.
bynbsap Pene Bparkya 80, Jleccin. 7860, Bensris.

Jara ocranuboro neperasiy.
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