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Craao:

dirova pevosura: GINOK NIASMH MOIMHM 3 aKTHBHICTIO, wo gie B obxin iHriGiTopis daxtopa
koarynauii kposi moaunu VI (Factor VI Inhibitor Bypassing Activity — FEIBA).

| dnaxon 3 nopowkom no 500 OJ] mictuts Oinka naasMM TOIMHKE 3 aKTHBRHICTIO, 1HO Jic B 00Xin
inridiropis hakropa koarynsuii kpoei moauun VI, — 200600 mr;

1 duraxon 3 nopowkom no 1000 O] micTuTs Hinka nnasMu MOIMHA 3 aKTHBHICTIO, WO jie B o0Xin
inriGitopie dakropa koarynauii kpoei moauan VI, — 400-1200 mr;

I dnaxon 3 nopowkom no 2500 OJ] micTuTe Hinka nnasmMu MOIHHEN 3 aKTHBHICTIO, WO Aie B 06Xin
inridiTopie takropa koarynauii kposi moausn VI, — 1000-3000 mr.

1 Mn BigHOBAEHOTO po3uHHyY MicTHTL 100 OJ] FEIBA*.

Jikapcwkuii 3acié ®EMBA takosx mictute daxropu 1 IX i X, nepepaHo B HeakTHBoBaHii dopui,
a Takosk aktheoeanui gaxkrop VIL Anrtured daxropa koaryuauii kpoei VI (FVIIL:C Ag) npucyraii
v koHuedTpauii no 0.1 O/ 1 OJ1 FEIBA. Makropu kanikpelu-KiHiHOBOT CHCTEMH NPHCYTHI NHLLe B
HeIHAYHUX KiNbKOCTAX ab0 B3araii BIACYTHI;

*1 onuunua FEIBA ckopouye axtupoeanuii wactkoeuli TpomGonnacruuoenii uwac (aUTH) iwriGitopa
thakropa VI y nnazmi va 50 % sin 6ydeproro snavenns (xonocroi npobu).

QONOMINCHT PEYOGUHU. HATPIIO XTOPH/L, TPHHATPIIO UKWTPAT AMTiapaT:
POIUHHHME: BOOA 1 10 ekuiii.

Jlikapeska dopma. Ilopomok ta po3unHHHK 114 po3uuHy ana indysiii.

Clcnoari Qizuro-xiMIuHT @IACTHUGOCIN.

[lopomok ©inoro, maibke Oinoro abo Omigo-3enesoro konwopy. 3uadenns pH rortosoro o
BHKOPHCTAHHSA PO3YHHY CTAHOBHTH Bin 6.5 1o 7,3.

Pozunnnuk: He3daprHa npo3zopa piaHHa.

PapmakoTepaneBTHYHA IPyna. AHTHreMOparivHi Aikapceki 3acobu, PakTopH Koarynauii Kpoei.
Kon ATX B0ZBD03.

@apmaronoziuni eracmugocmi

Gapuaroounamira

Xoua nikapcekuii 3acit ®EHBA 6ye pospobaennii Ha mouatky 1970-X pokie i fioro akTHRHICTE, 1110
aie B 00xia inribiTopie koaryaauii kpoei moauuu VI, Gyna nosejena in vitro Ta in vivo, MexXanism
Horo il BCe lIe 3aMMIIAETLCA NpEIMETOM Haykomux auckycii. Jlikapcwkuit saci6 ®EMBA. sk
NOKA3AB aHAN3 AKTHEHOCTI, MICTHTL 3UMOMEHHM NpoTPOMOIHOBOro KOMILIEKCY, AKI BEMIOYAKTh AK
npokoarynanTd (nportpombin, daktopn FVIL, FIX, FX). tak i autueoarynaut (nporein C) y
NpUOIHIHO PIBHKY KINBKOCTAY HA OZHY YMOBHY ofuHuu akTHeHocTi FEIBA. Tlpu ukoMy eMict
AKTHBOBAHUN MPOKOAryIAHTHHX QepMEeHTIB ¥ HBOMY € BiHOCHO HU3bKHM. O1He, nikapebkuil 3acid
MEUBA smictuts npodepmentu daxtopis nporpoMGiHOBOro KOMIUIEKCY. ale juile ayike Mani
KinskocTi npoaveTis ix aktueauil, npuyomy emict FVIa e nafiznumm,



CyvacHi HayKOBI JOCTIKEHHS BKA3IVIOTh HA KIIOHOBY PO/L OKPEMHX KOMIOHEHTIE aKTHBOBAHOIO
nporpoMbiHosoro kKomnaekey — nporpombiny (F 1) ta axrusosanoro dakropa X (FXa) — B
peanizauii mexanismy aii nikapebkoro sacofy GEHBA.

Nikapcekuii 3acid MEMBA KOHTpOMOE KpPOBOTEMY LUIAXOM IHAYKUIT Ta akrusauii VYTBOPEHH
TPOMOIHY — mpolecy, B AKOMY BHpilLalbHY poab Bijirpac QopMmyBaHHs npoTpoMOiHasHOro
komiaexcy. Pesynstarn GioxiMiNHHX nocaigmeHs in vitro Ta in vive nokazanu, wo FXa i npotpomGin
€ KIOYOBMMH  KOMOOHEHTAMH, LLO 'jHﬁE'jlit!'-l}"JﬂTh IFEMOCTATHHHY AKTHEHICTE Nnpenapary.
BeraHoBEHD, 100 OCHOBHOKY MIlLIGHHIO A nikapcekoro sacofy DEUBA ¢ npotpoMOiHazHMI
komnaexc. Okpim nporpomBiny Ta FXa, nikapcexuii saci6 ®EMBA wmictute inmi Ginkw
NpoTpOMOIHOBOIO KOMIIEKCY, AKI TAKOK MOKYTE CIPHATH JOCATHEHHID TEMOCTAa3y vV XROPHX Ha
remohiniio 3 HAABHICTIO THTIOITOPIB (haKTOPIB 3rOPTaHHS KPORI THOAMHH.

Jixyeanna xeopux Ha remodinie B 3 inridiTopamy daxkTopie Koarvnauil Kposi M0aHHEH

Joceia zacrocypaHHs nikapceekoro 3aco0y XeopuM Ha remodinio B 3 iuriGitopamu dakropa IX
obMexenni uepes piakicHicTe 3axsoptoBaHHA. [1'aTe xeopux nHa remodiniio B 3 imribitopamu
drakTopiB Koaryaauil KpoRi JHOIMHKE NI Yac KNIHIYHHX OCiUKeHs OTPHMYBATH JiKapcekuil 3acid
MEMBA 3a norpefoto, npodinakTiyno abo nepes XipypriutuMu BTpYYaHHAMM.

Y NpoCcneKTHBHOMY BiIKPHTOMY PaHIOMI30BAaHOMY KIIHIYHOMY [IOCTIIAEHHI B napanenbHHX
IpyNax 3a Y4acTio XBopHx Ha remModinito A abo B 31 cTiHKHM BHCOKHM THTpOM iHriGiTopis (090701,
PROOF) 36 nauicurie Oynu pangoMizoeani ang npodinacruunoi Tepanii abo repanif 3a norpetoo
nporaroM 12 micauis £ 14 quie. 17 naniedtis ¥ rpyni npodilakTHKH OTPUMYBAIH JliKapckKuii 3acib
MEMBA y no3i 85+ 15 OJl/kr yepes fetib, a 19 nauientie y rpymi Nikysanus Ha BAMOTY OTPHMYBAIH
JMIKYBAHHA, IHAMBIAYANLHO BH3HAYcHe JikapeMm. Jpoe Npopux Ha remodiniro B 3 inridiTopamu
(GaKTopiB 3ropTaHHA KPOBI MIOJMHH OTPHMYBANW NikyBaHHs 3a notpefolo, a OJHH XBOpUH Ha
remodinico B — y rpyni npodinakruyanoro nikyeanda. Megiana pivxoi wactori kpoeoted (PUK)
A Beix THUNiB enisoaie kporoTed y nauienTie y rpyni npodinaktikn (meniana PYK = 7,9) 6yna
MEHILO, HiX Y NauieHTie y rpyni nikyeanus 3a notpebor (Meniana PYK = 28,7), mo craHoRHTE
72.5 % 3numenns mepiann PUK Mix rpynamu nikyeanns.

B iHuoMy 3ageplieHOMY TPOCTIEKTHBHOMY HEiHTEpBeHUIHHOMY CNOCTEPeKHOMY JOCHIHEHH]
nepionepariitnoro 3actocyBaHHs Nikapebkoro 3acoGy MEMBA (PASS-INT-003, SURF) zaranom
Oyno euxonano 34 xipypriuni npouenypu y 23 nauientie. Binbwicts nauienrie (18) manu Bpomxeny
remothinito A 3 iuribitopamu daktopip koarynsuii kpoei moauHM, asoe — remodiniio B 2
inribiropamy daxropie Koarynauil Kposi moauHK i Tpoe — HalyTy remodiniio A 3 inriGitopamu
daxropie koarynauil kpori momuad. TpHeanicTs BIUIMBY Nikapebkoro 2acofy ®EHBA cranoenna
Bix 1 no 28 nwie, i3 cepenniM 3HadveHusam 9 auie 1 mepianow 8§ auie. Cepenns cykynHa 1o3a
cranoeuna 88 347 OJI, a meniana — 59 000 OJI. Jna xeopux Ha remodinito B 3 inriGiTopamu
thakropis Koarynauil Kpoei THOAMHA HANIOBILIA eKkcnosuuia nikapeskoro zacoby ®EHBA cranopuna
21 neHs, a MaKCHMAaLHA 3aCTOCOBAHA Joza — 7 324 OJ1.

Kpim toro, 3a nanumu myBnikauiii, nikapeskuii saci6 ®EMBA sactocoBysases ans nikyBaHHA Ta
npoinakrukn kpopotey y 48 nauientie 3 remodinielo B, yeknaameHol HaseHicTIO iHriBiTOpie
thaxropa IX (34 nauienTs oTpuMyBany nikyBanHs 3a notpeboio, 6 nauieHTiE OTPHMYBANH JIIKYBaHHA
npodinakTuybo | § nanienTiB OTPUMYBANH NiKYBaHHA Nepe XipypridHHMH BTPYHaHHAMH).
IlepenochicTs i Gesneky nikapcekoro sacofy ®EHBA, einuomnenoro y 3puuaiinomy aGo
aMenieromy Ha 50 % o6’ emi Ta BeejleHOro 3 OUILIION WBHAKICTIO iHGY3IT, T0CHiLKYBATH Y XBOPHX
Ha remodiano 3 idriGitopamu  dakropie  koarvasuil ¥ NpOCHEKTHBHOMY  BiIKpHTOMY
paHAOMIZ0BaHOMY MepexpecHomy pocnigaenni (091501). JlikypanHa oTpuMysani 33 naiicHTH, 3
Akux 28 nauienTis noBHicTIO 3apeplumin gocniprenns. Y nocnimxenni nikapeskuii 3aci6 ®EHBA
BIOHOBAWOBaNH ¥ 3MeHwenomy Ha 50 % of’emi (konuentpauis 100 OJl/ma) i BBOIHIM
BHYTPILIHLOBEHHO 31 wenakicTo iHdy3it 2, 41 10 OJ/kr/xe v Mapkoraniii 1o3i 85 OJ/kr £+ 15 OJ1/kr
Ang eeix nauientie. TlepeMHHUMH KiHueBMMH Toukamu OyaM nepeHocHicTe 1 Gesneka npu
ameHweHoMy Ha 50 % ob’emi (nigeniueHiii konuenTpauii) npu cTaHaapTHiii i 36inemenii weKIKOCTI
ingysif, JocnigxeHus npojeMoHCTPYBano, Wo Ak Brm@ koHuentpauis (100 O/mn), Tak i Buii
wenakocti iHgyzii (4 1 10 OJU/kr/xe) nobpe nepeHocunuca. a npodine G6e3nek 6yB NOPiBHAHHHM
npu Maproeasiii 1o3i 85 OJU/kr £ 15 O1/kr. [NauienTtn, axi orpuMyBain sMeHiieHui Ha 50 % o6’em
(nmigpumIEny KOHIEHTpauil) 31 cTaHgapTHOW wBMAKicTH iHdy3ii 2 O/kr/xs, mann nomiGHi
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nokasHukH nobiunux edexrtis, nos’azanux i3 nikysannsm (TTETLT), nopiBHAHO 3 THMH, XTO
OTpUMYBaE 3Buuainui of'em (konuentpauis 50 OJ/mn) i3 Taxow # wenakicToo indysii. Tpw
wenakocTi iHgyzit 4 OJI/kr/xe He noeigoMianoca npo koHi noe s3ani 3 uum TETHL V nauienTis,
AKI OTpHMYBaTH 3meHiennii Ha 50 % o6'em (100 OM4/mn) 2i weuakicrio ingysii 10 OJ/kr/xe,
crioctepirapes | cynyTHii necepitosnuit [1EIJL. Kpim Toro, y nauiedTtis, AKi OTPHMYBAIH
smeniennii Ha 50 % of’em (NiABMILEHY KOHUEHTpaIiio) 3i 30insimenoo wenakictio indyaii 4 i
10 O/1/kr/xs, ne cnoctepiranoea skoaHoro cepiiozHoro TEIJ, xoaHol peakuii rinepuytinsocti,
#oAHOT peakuii 8 micul indy3it, oanoro tpomGoruanoro [EIT abo swoanoro HEILUL mo npuzeis
OM 10 ckacyeaHHs fNikapcekoro 3acofy aBo npunuHeHHA focnitmenna. Jaranom. TIETLL, axi
crnocTepiranica B JIOCALDKEHHI, Bignoeiganu eigomomy npodimo Geanexd nikapcekoro sacofy
@MEMBA y xpopix Ha remodinito 3 inriditopamu dakropis Koarynauil Kposi moauHy.

V BiAKPUTOMY HEKOHTPONLOBAHOMY HEIHTEpEEHUIHHOMY crnocTepesHoMy nicagpeccTpauiiHoMy
pochinkenni Geznexu nikapeskoro 3acoby ®EHBA (PASS-EU-006) 75 nauientie (cepenniii ik
34,8 poky, 70 uonoBikie i 5 xiHok), i3 axux 73 mamu remodiniro A 3 inribitopamu i 2 — remodinito
B 3 inriGiTopami dakTopis koarynaiii KpoBi MoIMHK, OTPUMYBAK Nikapebkuil sacid DEUBA. I3 65
NAaLicHTIE i3 BpokeHor Temodimico 63 mann Bpommeny remodiniio A 1 2 — BpOMLKEHY
remodinito B. Ha novarkopomy etani 43 nauienram Gyno npusuaueno nikapesknii sacic @EHBA
g npodinaktyky, a 32 naniedtam 6y10 NpU3HAYEHO JiKApehKHii 3acid @®EWBA nna nikveanna 3a
norpeGo. Indyzio 3 Giaksm Bucokow meuakicTio (> 2 OJI/kr/xe) sacTocoByBain 6 TiTAM BIKOM BiT
11 micauie a0 11 pokie Ta 5 mianitkam Bikom Bia 13 mo 16 pokie. 13 320 indyziii y 7 nauienTis
AMTAYOrO BIKY Ta 6 nmauienTiB nignitkosoro eiky: 129 indysii (40,3 %) y 2 nauicurie (obuaea —
aiti) 6y 31 mweuakicnio = 10 Of/kr/xs, 26 indysiii (8,1 %) y 7 nauienris (4 aiteii; 3 nigaiTkie) —
31 meuakicTo = 4 ta < 10 O1/kr/xe, 135 indysiii (42.2 %) y 7 nauienTie (3 aireii; 4 nigniTkie) — 3i
wenakictio > 2 ta < 4 Okr/xe ta 30 indysziii (9.4 %) vy 3 nauienris (1 auruna; 2 nigniten) — 3i
mweHakicTo < 2 Oll/kr/xs.

ICHYIOTh TaKo MMOOJMHOKI MOBIIOMJIEHHA NP0 3aCTOCYBaHHA JliKapckKoro 3sacody DENBA
naiieHTam i3 Habyrtumu inriditopamu daxropie 1X, X, X1 i XIIL

Y piakicuux eunaakax nikapcekuii 3acid OEIBA takomx zactocoByBand natieHTaM 3 HasBHICTIO
inriGiTopa gaxtopa Binnebpanna.

Papmarorivemura
Ockinbkyu Mexanism aii nikapeskoro sacofy ®EHBA sanuumacTeea npeaMeToM HayKOBHX AHCKYCi,
(hapMakoKiHETHYHI XapaKTepPHCTHRM HE MOMYTh OYTH OCTATOYHO BU3HAYECHI.

Kniniuni xapakrepHcTHKR
Ilorazannn
- Jlna nikyeands Ta npodifakTHKM KPOBOTEH Y XBOPHX Ha remodiniio A 3 inriGitopamu
darTopis kKoarynauil Kposi moaMHY.
- Jlna niKyEaHHA KpOBOTEY ¥ XBOpHX Ha remodiniio B 3 inribitopamu dakropis koarynauii
KPOBI 1K JIHHH.
- Jlna nikyeanus Ta npodinakTikd kpoeoTted y oci6 Ges remodinii 3 naGytumu inriGitopamu
haxTopa koarynauii kpori moanuu VIIL
- Jina npodinakTHKH KpOBOTEY NpH XipypridHMX BTPYYaHHSX ¥ XBOpUX Ha reModiniio A 3
inriGitopamy akropis Koarynauii KpoBi JOAHHM.
Jlikapeskuii 3aci6 EMBA mokua 3acTocoBYBaTH y BCIX BIKOBHX rpynax.

IIpomunoxazanns

3a HafARHOCT] TEpaneRTHYHMX anbTEPHATHE Nikapchkuil 3acid ®EHBA ne mokHa 3acTocoRyRaTH B

TAKWX CHTYALLAX:

. Tsxki anepriudi peakuii Ha ailovy pedoBHHY abo Ha OyaB-AKY 3 JIOTOMIKHHX PEUYOBHH,

HaBeeHNX ¥ po3aini «Crnany.

*  CHHIpOM AHCEMIHOBAHOTO BHYTPIIHBOCY IMHHOTD 3ropTanHa kpoei (JIB3-cunapom).

+  [octpuii TpomBoz abo emOonia (3okpeMa iHdapkT miokapaa) (aue. posnin «Ocobnueocti
3ACTOCYBAHHAN ).



Bzacwodia 3 inmusmi JKAPCHRIMN 3AcofamMu ma inwi endu ezaemodii

He nporoamMaocs »KoAHHX a1eKBATHHX | HATIEHO KOHTPOILOBAHMX NOCTITKEH KoMBiHoRaHOrD abo
[10C/1110BHOTO 3CTOCYBaHKA Nikapenkoro sacofy ®EHBA if pexomGinantroro dakropa koaryasauil
Vlla, anmudiGpunoniTnanux nikapebkux sacobis abo emiuzymady.

[MoTpifHO BpPAXOBYBATH MOAUTMBICTE TpomGoeMOONIMHMX YCKIaJHEHb Y pasi 3acTocyBaHHs
cHeTeMHNX aHTHhiOPUHONITHKIR, TAKHX SK TPAHEKCAMOBA KHCIOTA TA AMIHOKAaNpPOHOBA KHCNOTA, Nijl
yac JIKYBaHHA [IKAPCBKHM 3aco00M @®EWBA. AnTudiSpuHONITHKH He CIiJ 3aCTOCOBYBATH
npoTaroM npudausHo 6-12 rogui nicns BEeEHHA NIKAPCLKOrO 3ac00y MEWBA. 3rinHo 3 HassHHMH
NAHHMH @7 vitro Ta pesyabTaTaMH KAIHIYHHX CNOCTEPEXKeHb, ¥ pasi cynyTHLOro 3acTocyeanna riVila
HE BHKIIOMEHa NOTeHUiiHA B3aeMOia MDK NiKapchKHME 3aco0aMH. L0 MOJKE CIIPHUHHHTH HeDamani
ABHIIA, 30KpeMa TpoMDoeMBOINHI YCKIATHEHHA,

[Tin yac NBOX KNiHiMHHX Aochigkeds eMiunzymaly 23 yuacHHKM, AKi OTPHMYBaIH NpodinaKTHKy
eMi3yMatoM. TakokK OTPUMYBANK NiKapchKuii 3acid ®EMBA s nikysanns 78 npopHBHUX
kpoeoTed, ¥ 59 3 78 unajkie KpoBoTedy Oy/I0 3YNHHEHO i3 32CTOCYBAHHAM CePEeHROI000BOT 103U
< 100 OJl/kr nporarom < 2 auis Gez possutky TpoMBoTHuHOT Mikpoaurionatii (TMA). ¥V 19
BHNA/IKax KposoTeuy OyJ10 3yIHHEHO i3 2acTocyBanuam fo3n = 100 OV/kr/noby npotarom = 1 nobu:
y 3 nauicHTis NpH UbOMY cnocTepiranoca yeknaanenns y suraaai TMA (3 nux 2 nanienT Takomx
orpumysamy rEVIIa 3 npusomy Tiel & kpopotedi) (aue. posain «OcobanBocTi 3acTOCYBAHHAY ).

Ocodnugocni 3aCmocyeanny

lIpocmexcyeanicnms

Jlns zabe3nedeHHs HalexHOT NpocTeskyeaHocTi DionoridHMx nikapchbkux 3acobie cnin uyiTko
3a3HaYaTH TOPrOBEIbLHY HAIBY Ta HOMEp cepii BREIEHOrO NiKApCLKOro 3acody.

Pearyii cinepuymaueocmi

Jlikapcpkuii 3acid GEMBA mose BMKIMKATH peakuii rinepqyTnHBOCTI alepriuHoro THmy, o
BKAIOYAIOTH: KPONHB'AHKY, AHCiOHeBpOTHUHHI Halbpak, nposen 3 0OKY TpaBHOTO TPaKTy,
GpoHxocnasM | apTepiankHy rinoTeH30! Wi peakuil MOKYTh O¥VTH THMKHMH H CHCTEMHHMH
(Hanpuknan, avadinakcias 3 KpONMB'SHKOK Ta aHrioHeBpOTHYHMM Halpakom, Oponxocnasm,
reMoaHHaMiviiil wok). Takow nopigomaanocs npo iHwi indivaiiinl peakiiid, Taki 4K nponacHAid,
nipekcia Ta rineprexsia.

[auicntis norpibHo iHGoOpMYBaTH NpO paHHi O3HAKK peakuill rinepyyTIHBOCTI, TaKi AK epuTeMa,
IKIpHWI BHCHIL, reHepanizoBaHa KpormHe' sHKa, ceepbiik, yTpy/iHeHe JHXaHHA / 3aIHIIKA, CTHCHEHHS
B IPYAHIA KAITL, 3arajfbHe He3ayRaHHA, 3anaMOpOYeHHs Ta SHHMKEHHS apTepianbHOrO THCKY &K 10
ANeprivHOTO OKY.

[py nepmmx o3Hakax abo cHMNTOMAx peakuii Ha iH(Y2i0 / TinepuyyTIHEOCTI CNil MPHNHHHTH
BBEICHHA JiKapekkoro 3acofy @EMEA it posnouaTi HanaHHa BiAnoBiHOT MEAHYHOT JONOMOTH.
IMepen NOBTOPHHM BBeIeHHAM jikapebkoro 3acoty ®EMBA nauienrtam 3 nimospiopanoio
rinepuyTAHBICTIO A0 MiKapchbKoro 3acofy abo 10 Oyib-AKOro 3 HOro KOMMOHEHTIR I PETelbHO
3BAMHTH KOPHCTE | PHIHK IOBTOPHOIO BBEASHHSA, BPAXOBYIOYH THI TiNEpUyTAHBOCTI (aneprivuuii un
HeaneprivHmii), a TAKDK MOAUTHBICTL MPOBENEHH: NiKyBaibHOT Ta/du npodinakTuunol Tepanii uu
3ACTOCYBAHHA ANTbTEPHATHBHUX JNIKapehKHX 3acobie.

Tpoudomuyni ma mpomboesmOoriuni seua

B npoueci 2acTocyBanus nikapeskoro sacoby @EMBA suaukant rpomBoruuni ta tpomGoemBoniumi
ABHIIA, B TOMY YHMCIi CHHAPOM [HMCEMIHOBAHOTO BHYTPINIHLOCYJHHHOIO 3ropTaHHs KpoBi
([IB3-cunapom), BeHo3HHI TpomGo3, nereHera embonia, indapkr Miokapaa Ta iHeyneT. Jeaki 3 uux
YCKIaHEHE BHHHKANH NpH 3acTocyBadHi no3 noHan 200 OJl/kr/aoby abo B nauieHTIB 3 IHIHAMH
daxropamu pusnky TpomOoemGoniunux agmm (Takumu Ak JIB3-cunppom, nporpecueni cramif
aTepoCKIeposy. NOMKOIKEHHSA po3uasieHHsM abo centuiemin). CynmyTHe KYBaHHA 38 J0NOMOr00
pexombinantioro  Qasrtopa  Vila (rFVI1la), #MoRipHO, TMIABHILYE PHIMK  POIBHTRY
TpomBoeMOONIYHHX YCKIAAHeHb, PHIMK TpoMOOTHHHMX | TpomOoemOoniuuux ABMIL Moxke OyTH
nijEHIeHHi Y pa3i 3acTocyBaHHA BHCOKHMX 103 NiKapcekoro 3acoly DENBA. Hasgnicts Takux
(axTopie puznKy 3asmau Tpeba GpaTh 10 YBard B NAUWICHTIR i3 BpomKeHow Ta HabyTowo remodinicio.




MauieHTam i3 NiABMLIEHAM pU3HKOM TpomOoemOOMIMHIX ABMUL JiKapchbKuii 3acib OENUBA cnin
3aCTOCOBYBaTH 3 0COOMMBOIO 0DEpesHICTIO it AMIe 3a BIACYTHOCTI TEPaneBTHYHHX anbTepHATHE.
[le, 3okpema, pauwieHTd 3 lWeMivyHOM  XBOpoDOK  Cepud, 3axXBOPHOBAHHAMM  NEYIHKH,
JIB3-cunapomom, aprepiankHum abo peHo3HuM TpomOo3OoM B aHaMmHesi, nicagonepauiiiHoio
iMmoBinizanicio, NALIEHTH NOXMAOIO BIKY Ta HOBOHAPO/IAKEHI.

YV gniniunux aochimkennsx nikapewkoro sacoby ®EMBA ne cnocrepiranaca tpomGorHyHa
mikpoanrionaria (TMA). Tlpo eunagkn TMA noeigomnanocs B KIIHIMHOMY JOCHIIKEHHI
eMittiaymaby, B AKOMY NAlieHTH OTPHMYBANW NKapcekuil 3acid ®ENBA sik uacTHHY cXeMH
NiKYBaHHA NpopMBHOT KpoBoTeui. besnexa Ta edexTnBHicTh nikapckkoro sacofy ®EHBA ana
NiKYBaHHA NPOPUBHOT KPOBOTEYi B MALLIEHTIB, AKI OTPUMYIOTH eMilu3yMab, He BctaHoBaeHi. Tomy
noTpifHa oLiHKa CIBEIIHOLIEHHS KOPHCTE/PU3MK ¥ pa3i 3acTocyBanHA Nikapckkoro sacoby @EHBA
nauieHTaM. AKi OTPUMYIOTH eMiuu3yMad, i Ui manieHTH NoBMHHI nepefyBaTH Mia pPeTeNbHHM
HArnAA0M JiKapis (IHB. Takox po3iin «B3acMomia 3 iHIMME NiKapchKHMH 3acobaMu Ta iHIi BHIH
Braemoaiiin).

ko cnocrepiraloThea o3Hakn abo cHMITOMH TpoMOOTHUHHX | TpoMOoeMBONIYHHX YCKNaaHEHb,
iH(y310 C1ij1 HeraiHo NPUNUHKTH | PO3N0YATH BIANOBIAHI AlarHOCTHYHI TA TEPANEBTHYHI 3aX0/H.
He moxuHa nepepniypati pazoy nozy 100 O] / kr macu Tina ta aoGoey aosy 200 O]1 / kr macu
Tina, KpiM BHNAIKIB TAKKMX KPOBOTEY, KOJIM 3aCTOCYBAHHA BHILMX 103 KAIHIYHO 0OrpyHTOBaHO.
Jlns 3yNMHKH KpoeoTedi nikapckkuil 3aciG cnig 3acToCOBYBAaTH TIMBKH NpPOTArOM nepiomy,
abcoMOTHO HeoBXiAHOMo AN JOCArHEHHS TepaneBTHYHOT Wini.

Monimopune mepanii

He mosna nepeenuyearn okpemi goszu 100 OJ1 / kr macu tina ta godosi gosu 200 OJ1 / kr macu
tina. Mauient!, aki otpumyrots 100 O] / Tkr mack Tina abo Gineine, noBHHHI nepebyeatH nin
perenbHUM HaragaoMm, ocobnMeo wopo possuTky JIB3-cuuapomy Tta/abo roctpoi kopoHapHoOT
ieMii, a TAKOHK WIOA0 CUMATOMIB iHIIHMX TpoMOOTHYHMX abo TpomOoeMOONiYHHX YCKNAJHEHD.
Bucoxki 1031 nikapeekoro sacoby ®EMBA moxkua BROAWTH MlIe y pa3i Kpaitnsoi notpebn — s
IVIMHKH KpoBOTEYi.

Ak BUHHKAIOTE KNIHIYHO 3HAYYILE 3MIHK apTeplanbHore THCKY a0 YacTOTH NYJLCY, NopYIIeHHA
auxauHs, kawene abo Ginb y rpyaHid kKAiTui, iHdy3i0 cnig HeraiiHo MPUNHHMTH | PO3MOYaTH
BIAMOBIAHI JIarHOCTHYHI Ta TepaneBTHuHi 3axonu. Bawnupumu nabopaTopHUMH NOKA3HHKAMK
HOB3-cunapoMy € 3HHKeHHA pipHa iGpuHoreny, 3HM#eHHA KinbkocTi TpombGouwTie Ta/abo
HageHicTE npoaykrie  perpanauii  idpuny/didpunoreny  (ITHM). [nwuMu  napaMerpamu
HB3-cunapoMy € #BHO NofoBAweHMiA TpoMGinoeuH wac, nporpomOinoBdi uwac abo aiTU
{(axTHpoBaHKH YacTKOBMH TpoMOonnacTHHOBHH Yac). ¥ nauienTis 3 inriditopuolo remodinieio abo 3
HabyTHMH iHridGiTopamu dakropie VIIL IX ta/abo X1 aH4TY nopoeikyeThes BHACHIIOK OCHOBHOIO
JAXBOPHIBAHHA.

Y nauienrie 3 inribiTopHoo remodiniero abo 3 HabyTumu iHTiGiTopamu diakTopie Koarynauil Kpoei,
AKI OTPHMYIOTE nikapeekit 3aci6 ®EMBA, mose cnocTepiratves nigeMiiena cXMABHICTE 0
KpOBOTEY, A TAKOK NiABHIIEHHH PHIHK TPOMOOY TBOPEHHS.

HaGopamaopni dociidxcenns ma kiinivna edhexmuenicms

[Mokazuuky fochilaeds in vitro, Takl 9K aKTHBOBaHUI yacTkoBui TpomBonnacTUHoBui yac (a4TY),
yac sropradHa uinsHol kpoei (Y3LIK) i tpomboenactorpama (TEID), He 3apmIn KOpeniRThH 3
KninigHow edexkTHBHiCTIO Nikyeanuda., Tomy cnpo0H HOPMANI3YBaTH i TMOKAZHHKH [MIJTAXOM
36inbwenns 2031 nikapebkoro 3acofy ®EHBA ne momyts Gyte yenimmumu i € noreHuiiino
HeDe3ne Y HHMH, OCKUIBKH MOMKYTE CHPHHHHMTH posenTok JIB3-cunapomy yepes nepenoiyBaHH:.
IHAYEHHA KitBKOCMT MpoMOoyLmie

SAkuio BiONOBIAR HA NIKYBaHHA € HENOCTATHBOW, PEKOMEHIYETHCA MPOBECTH MiAPaxyHOK
TPOMGOLMTIB, OCKiNBKM 114 eeKTMBHOCTI Jikapchkoro saco0y MEHBA meobxiana pocrartHs
KiNbKiCTh (hYHKLIOHAIBEHO IHTAKTHHX TPOMOOLIMTIE.

Tposbomanl ma mpovboeufioniuni vexraduenns

YV HapeleHMX HHKYE CHTYALLIAX TiKapchKHii 3acih DEWBA cnin 3aCTOCORYBATH JHIIE TOMI, KOMH He
OUIKYETRCA Peakuii Ha JiKyBaHHA BiANOBIIHMMH KOHUEHTpatamH (pakTopie Koarynauil Kpoei —
HanpHKIaz, v pasi BHCOKOro THTpY iHriGiTopa Ta HebesnevHol 1714 KHTTA KpoBoTedi alo pHIMKy
KpoBOTEYi (HanpHKAaL, NOCTTpaBMaTHYHOT abo nicasonepaiiifHol):




- CHHAPOM JMCEMIHOBAHOTO BHYTPIWHLOCYAMHHOrO 3ropraHHs kposi (JIB3-cunapowm):
nabopaTopHi Aadi Ta/abo KIIHIYHI CHMOITOMHE.

- Ypameuns nedMiHku: depes yNoBiAbHEeHHH KipeHc akTHBOBaHWX (aKTOpIiBE KoArynauii Kposi
NAaieHTH 3 NOpYIeHHAM  (YHKUIT NediHKH  MaloTh  NIBHIIEHHH  PHIMK  POIBHTKY
HB3-cunapomy.

- lwemiuna xsopoGa cepuia, roctpuii TpoM603 Ta/ato embonis.

MMamicuTy, axi OTPHMYIOTE JNiKapchkHi 3acib DOENBA, noBHHHI nepebyEaTH NiJ HArAAAOM WOA0

pozeuTKy JIB3-cunapomy, roctpol KopoHapHoi ileMil Ta 03HaK | CHMITOMIB iHIINX TPOMOOTHHHHX

abo tpomOoemGoniyHux ycknagnene. [lpu nepiux o3akax abo cuMnTOMax TPOMOOTHYHMX i

TpomGoeMBONiYHMX YCKNaQHeHs cnijl HeraiiHo npunuHuTH iHdy3ilo Ta po3noyaTH BiANOBIAHI

MiarHOCTHYHI Ta NIKYBAILHI 3aX01H.

Indusiovansna pearyia na sesocmamuyni 2acobu 2 0bxidnom dicio

Peakuis na remocratuusi npenapati 3 oOXigHOO [i€K0 MOKE BapilOBaTH 3ANSKHO Bl

iHAHBIIyaneHHX ocobnnBocTed nauicnTa. Y KOMKHOMY KOHKPETHOMY BHIAIKY KPOBOTEYI MallieHTH,

AKI MaKOTH HEJOCTATHIO PEaKLliio Ha OJMH Nikapekkui 2acif, MOXKYTH JEMOHCTPYBATH peakuilo Ha

iHIMA nikapceknii 3aci6. Y pasi HepocTatHeOT KniHi4HOT e(EKTHBHOCTI OAHOTD FEMOCTATHHHOID

3aco0y 3 0OXiIHOM A€W Ci PO3rASHYTH 3aCTOCYBAHHS ANLTEPHATHBHOTO NiKapChKoro 3acody.

Anavmecmuyni peariyil

Jacrocysannsa nikapeskoro 3acoby MEMBA y xpopux 3 inriGitopamu daktopis Koaryaauii kpopi

TIOIHHH MOJKE NPH3BECTH [0 MOYATKOBOTO AHAMHECTHYHOTO 3pOCTaHHs piBHie iHriditopie. Tlpw

MofanLIIOMY 3acTocyBaldi fikapcekoro sacofy ®EHBA pisens inriGitopis 3 uacom moxe

suu3nTHed. Kniniuni ta onyGnikoBani 1aHi CRBiqUaTh npo Te, 1o eeKTHBHICTE NiKapCLKOro 3acody

GEMBA He 3HMKYETLCS.

Braug na pexvasmamu 1abopamopuuy dociidycens

[Ticns BReEHHS BMCOKMX 03 Jikapchkoro sacofy MEMBA TpanauTopHe NijiBMILEHHA NACHBHO

nepelaHnx TMOBEPXHERHX AHTHTLA 0 Bipyey renatuty B Mome npuzpecti 1o xubHoi inTepnperauii

NO3HTHEHHX Pe3yILTATIE CEPONOTINHOID AOCTIIHEHHH.

Tlikapebkuii 3aci6 ®EHBA mictute rpynosi izoremarmoruninu (anti-A Ta autu-B). Ilackena

nepeiada aHTHTIN 10 epHTPOLIMTAPHUX aHTHreHiB, Ak-oT A, B, D, Moke BNNIHBATH HA pe3yNbTaTH

NEAKHX  CepoNoTiYHMX  JIOCTiDKeHE HAa BHUABIEHHS AHTHTIN 00 epMTPOLMTIE, TaKHX MK

aHTurnodyniHoemit Tect (npoba Kymbea).

Himu

[MoBimoMaeHHA NPo KAIHIYHI BUNAJKKH Ta oOMeseHi aaHi KniHiMHMX JocaikeHs CBil4aTh npo Te,

wo nikapeskuii 3acié GEABA MokHa 3aCTOCOBYRATH MITAM BikOM 110 6 poKie. Pesxum nozyeauns,

1O 3aCTOCOBYETLCA B AOPOCIHX, CIIiJl a1aNTyBaTH 10 KNIHIYHOTO CTAHY JAMTHHH.

Hayicrmuy noxuioze eixy

IenyioTh Nuine o0MesKeH! faHi KIHIYHHX J0CHUDKEHb 100 3aCTOCYBAHHA NIKapehKoro zacody

DEMBA nauientam noxunoro Biky.

Hpodhinaremuynie 3acMoCVEARHA XEOPIM Hel 2EM0

modunu

Yepes piakicHicTs 3aXBOPIOBAHHA JOCTYNHI NHiue oOMemeHl KNiHiYHI faHi mojo npodinakTiku

KpPOROTEY ¥V XBOPHX Ha reModinito B (onyGnikorani maxi npo kniHiuHi BUnajkd [n = 46], kniniuui

nani pocnixenns npodinakruku 090701 [n = 1] Ta gocnimkenna PASS-EU-006 [n= 1]).

Hepedaua sovonuria ingeryii

CrannapTHi 3axoan ans sanobiranda nepegadi iHdexUid BHACTINIOK BHKOPHCTAHHA NKapohKHX

zacobie, BHroToBieHux 3 Kpoei aGo nnasMu NIOIHHW, BKAOYAKTHL peTensHuit mobip noHopis,

CKPHHIHT OKpeMHMX JoHauii i nynie nuasmd Ha cneundidni mapkepn inderuii, a Takox

BIPORa/DKEHHA eeKTHBHHX BHPOOHHYMX eTanis g iHakTHRauii/BMnanenHa eipycie. [lonpu ue,

NpH 3acTocyBaHHi NikapcbkuX 3acofiB, BUTOTOBNEHMX 3 KpoBi a0 niasMu MIOAMHH, HE MOMKHA

NOBHICTIO BHKIIFOYHTH MOAIHBICTL nepejadi 36yanukie indexuii, Lle Takos cTocyeThea HEBIAOMHX

afo HOBHX BipyciB Ta iHKX 30y AHHKIE.

EdeKTHEHHMH BBKAKOTECA 3aX0/H, 1O JACTOCOBYIOTLCA MPOTH 0GONOHKOBHX BIPYCIB, TAKHX AK

B1J1, renatut B Ta renatut C, a Takox npory Gezobononkosoro sipycy renatuty A, [lpotn neaxmx

Ge3000N0HKOBHX Bipycie, Takux sk napeosipyc B19. edexkTBHicTs uMx 3axonis mome OyTH

(¥



obMexenomo. 3apakeHHa napeoeipycom B19 mome npuisectd Ao cepHO3HHX 3aXBOpIOBAHB ¥
BArITHHX JKIHOK (BHYTpilIHBEOYTpOOHA inderitia) Ta y nauieHTie 3 iMyHoaediuuToM abo NOCHIEHHM
ePUTPONOE30M (HANPHKAAL, TEMOTITHYHA aHEMIR ).

[loTpiBHO po3riAHYTH MONIHBICTE HanekHOl BakMHauii (npotv renatuty A i B) g nallieHTie, AKi
PEryJApHO abo NeplogH4HO OTPHMYIOTE JIKApCEKi 3ac00H — NOXiHI MOACKKOT MIa3MH, 30KpeMa
nikapebkuii 3acio @EABA.

Baicm nampio

Nikapeekuii 3acid ®EUBA no 500 OJ] mictute npubansno 40 wmr warpiio Ha duako, wo
ekpiraenTHO 2 % Bijl pekomenaoeanoi BOO3 MakcumansHOT 1000BOT HOPMH CMIOKHBAHHA HATPIKO
2 r ang gopocnod TOARHH.

Jikapewkuii 3aci6 ®EMBA no 1000 OJ] mictute npudausno 80 Mr Hatpiio Ha (nakoH, wWo
exeiBanenTHo 4 % Bin pekomennoranoi BOO3 makcumansHol 1060BOT HOPMH CNOKHBAHHA HATPIKO
2 r ana fopocnol oIHHH,

Nikapceknii 3acid GENABA no 2500 OJ1 mictute npubauzno 200 Mr Hatpito Ha diakoH, wo
ekeisanenTHo 10 % pexomennosanoi BOO3 makcumansHoi 1oGoBoT HOPMH CIOAHBaHHA HaTpilo 2 1
I8 JOpoCcaol AHJIHHK,

Jucmocysanns y nepiod eazimuocmi abo zodyeanns zpydot

Bazimunicmu

Hewmae nanexnol indopMauii Woa0 3acTocyBaHHA NiKapceKoro 3acody GEMBA Baritium Kinkam.
Jlikapi nOBMHHI 3pajkyBaTH NOTEHUIHNI PUIMKK | npH3HavaTH Tikapekknii 3acit EMBA nuwe y pasi
KpaiiHeoT notpedu, Gepyuu 10 yBard niapHiLeHHil pusnK TpomMOoeMBONi4HHX YCKNANHEHD, & TAKOMK
NedKi yeKIaaHeHHs BaritHocTi, nos s2aHi 3 niagxiienum pusukom JIB3-cunapomy.

I'pydue zodyeanns

Hemae nanesknoi indopmanii mono 3actocypanus nikapcekoro sacofy ®EHBA kinkam, aki
roAayioTh rpyasMi. QAKTOpH Koaryaiii — ue eenuki Gikol MOJEKYNH, ToMY TXHS KibKICTh ¥
rpyaHoMy MONOLI, HiMoBipHo, Gyae ny#e Hu3bkor. OIHAK, OCKINBKM HEMAC JKOAHUX JaHHX, nikapi
NMORMHHI 3BAKYBATH NOTEHLIHNI PU3MKK | NpH3HAUaTH NiKapcbkwil 3aci6 ®EHBA nuwe y pasi aeHol
nHeoOXimHocTi, Oepyud [0 yBard, WO Yy MNiCAANOAOrOBMH MEpiof MABHULYETLCH PHIHK
TpomboeMBONiMHHX YCKAAIHEHE.

Penpadyrmuena fhynryis

Jlocnimkenns BnaMBY Aikapeekoro 3acofy ®EMBA wa penpoayktueny QyHKUIO Y TBapHH He
npoeoauiues. Brume Jikapcekoro sacoby @MEMBA na penpoaykTHeHY (YHKLIO TOIHHH He
BHEHABCA ¥ KOHTPONLOBAHHX KIIHIYHAX JOCTiIAKEHHIN.

Indopmaniio npo napeosipycny indexuiro B19 aue. y posaini «OcobnueocTi 3acTocyBaHHAY.

30amuicmp eNANGEMY H WEHOKICHL Pearil npu Kepyeanni aemompancnopmom ado inusu
sexanizmamu. Jlikapesknii 3aci6 GEMBA ne srnumpae un mae He3nauHMil BNJIMB Ha WBHIKICTH
peakuii npH KepyeaHHi aToTpancnopToM abo poGoTi 3 IHINHMH MeXaHi3MaMH.

Crocif 3acmocyeanns ma 0ozu

JMikypanua Mae poO3NOYMHATHCA Ta NMPOBOAMTHCA Nijl KOHTpONEM niKaps, AKHH Mac JOCBIO ¥
NiKyBaHHI po3najis 3ropTaHHA KPoBi.

Hozyveanns

JloayeasHs Ta TPHBATICTh NiKYBaHHA 3aNeKaTh BiJl TAAKOCTI NOpYILEHHA remMocTasy, JoKanisauii Ta
00’ EMY KpOBOTeHi, 8 TAKOK KJIHIHHOIO CTaHy NalicHTa.

JloaypaHHA T4 4YacTOTA BBEISHHA 3ABMAH NOBMHHI BHIHAYATHCA KNIHIYHOK eeKTHBHICTIO B
KOJKHOMY KOHKPETHOMY BHINAJIKY.

3aranoM pekoMenayerhes goza S0-100 O] FEIBA ua kr MacH Tina; He chifi NepeBILyBaTH pa3oBy
aozy 100 OJ1 / kr mack Tina il MakcuManeHy aoboey mosy 200 OJ] / kr mach Tina, AKIIO TiNbKH
THAKICTE KPOBOTEY] HE BHMarae i He BHNPaBIoBYe 3acTocyBania Ginblu BUCOKHX 103 (AMB. po3aii
«OcobnuBocTi 3acTOCYBAHHAR ),

CHGHTEH Hil KpOBOTEHA

Kpogoswiue ¥ cyzio0u, M A3 ma m [kl meantisu




Hoza 50-75 O] / kr macu Tina 3 12-roauHHUMH iHTEPRATAMH PEKOMEH/IYETLCA NPH HE3HAYHNX |
noMipHo BHpakeHux Kpoeoreuax. JlikypaHHs cnifl NpoJOBKYBaTH [0 ABHOTO MOKPALLEHHS
KNIHIYHHX CHMNTOMIE, Hanpukaan 3meHiedHa Gomwo, sabpaky abo sbinbluenns pyxiMBocTi
cyraoda.

[Ipy TsKMX KpoBOTEHYaxX Y M’sA3aX | M AKMX TKaHMHAX, HANPHKIA] NpH PETPONCPHTOHCANBHHX
KPOBOBHIIMBAX, pekoMetiayeTses ao3a 100 OJL / kr macu Tina 3 12-roAnHHNMK iHTEpBANAMH.
Kjﬂﬂt‘?ﬂﬁ!f.-‘l’!.‘ﬁ ¥ Cauzosy oo HKV

Pexomenayetses aoza 50 OJ1/ kr macu Tina koxHi 6 roMH NiJ peTenbHAM HArIA0M 3 NalliEHTOM
(Bi3yansHWH KOHTPONE KPOBOTEYl, MOETOPHE BHIHAYEHHH reMaTokpHTy). Akl KpoeoTeua He
3YNHHACTLCA, 103y MOoKHA 30inemmTe no 100 OJ / kr macu Tina, oJHaK HE MOMKHA NEPEBHLLYBATH
nobosy nosy 200 OJ1/ kr macu Tina.

Tnuied mstweri kposoeiien

[Ipy THHKHX KPOBOBMIMBAX, TAKMX HAK KpOBOTEYa B UEHTpanbHiil HepBoBiii  cHcTemi,
pekoMmenayetses aoza 100 OJ1 / kr macu tina 3 12-rogunsuMy inTeppanamu. B oxpemux Bunankax
nikapebkuii 3acid ®EMBA moxHa RBOIMTH 3 inTepsaiom ¥ 6 roiH, J0KH He By e JOCATHYTO ABHOTO
NOKpaLeH s Kainiunoro ctany. (He MoxHa nepesnuryeaTi MakcuMansHy fodosy nosy 200 O11 / kr
MacH Ttina).

Xipypriuxi BTpyyYaHHA

pu xipypriunux srpydannsx noyartkosy 103y 100 OJ1/ kr mack Tina MoxHa BBECTH 10 onepauii, a
HacTynHy no3y 50-100 OJ1 / kr Mack Tina MmokHa BBecTH vepes 612 rogun. Ak nicnsonepauiiiny
NiATPHMYBaNEHY A03y MoxHa eeoguTH 50-100 O] / kr mack Tina 3 inrepeanoM 6-12 rofuu:
N03VBaHHA, IHTEPBANM MDK EBEJEHHSAMHM Ta TPHBANicTL nepu- | micnsonepauiiinoi Tepanii
BHIHAYAIOTLCA XipYPriYHHM BTPYUaHHAM, 3araibHUM CTAHOM NALicHTa Ta KNiHIYHO0 edeKTHRHICTIO
B KOMHOMY KOHKpeTHoMy eunmanxy. (He mosua nepepuiiyBaTd MakcHmaneHy noboBy a03y
200 O1 / kr mMacH Tina).

MpodinakTiga v xeopux Ha remodiniio A 3 inriGitopamu
Hpoginaemura xposomey y naylenmie 3 gucoxum mumpon iHioimopa i HacmumMu Kposomedami
nicia  weedanol  moyeyil  mywnol moxepanmuocmi (HT) afio wom HT ne poszaadacmeca:
pekoMeHaveTkea 103a 70-100 OJ1 / kr macu Tina yepes geHb. 3a moTpedH 403y MOMHA 30INBIIKTH
ao 100 O/ kr Macu Tina Ha ooy ado NOCTYNOBD 3MEHLITYBATH.

Hpoginarmura xposomey v nayicnmie 3 eucoxum mumpos ineibimopa nid uac inoyeyii imynnol
moaepanmuocmi (IIT): nikapcekuit 3aciG @®EMBA MoKHA NpH3HAYATH OJIHOYACHO 3 BEEIEHHAM
thaxropa VIII y aosi 50-100 OJT / kr Macu Tina agivi Ha noby, nokH THTP iHridiTopa daxropa VIII
He 3HH3MTReA o < 2 0.B.*

*1 oaunnusa Beressa BHaHAMACTECA AK KiNMbKICTH aHTHTLL, Aka npurdivye S0 % akrienocti daxtopa VII s
inkyGosadiil noasmi (2 rogunn npu 37 °C).

Jacrocysands JiKapchKkOro sacody GEMBA e ocofNHEHX Ipymax naiieHTie

IndiopManiio mono Xeopux Ha remodinito B, axi otpumytors iHriGitop dakropa IX, aue. y posaini
«DdapMakoIHHAMIKa».

V komGinauii 3 konuentpatom Qakropa VIII nikapeekuii 3acid GEMBA Takoi 3acTocoByBany s
JOBrOTpUBANn0T Tepanii, 1mod A0CATTH MOBHOMO Ta OCTATOYHOrO YCYHEHHH AKTUBHOCTI iHribitopa
thaxropa VIIL

Monimopune

V pasi HEIOCTATHROT BIANOBII Ha NIKYBAHHA PEKOMEH/I0BAHO KOHTPOIIOBATH piBeHb TPOMOOLMTIER,
OCKIIBKHM BBKAETHCA, 110 174 edekTHBHOCT Nikapeekoro 3aco0y Heo0XigHa NocTaTHS KinkKicTh
(yHKLIOHATEHO IHTAKTHHX TPOMOOIMTIE.

Uepes ckAagnuii MEXaHi3M i1 NpAMHIl MOHITOPHHT Ail0MHX PEeMOBAH HeaocTynHMil. Koarynauiiui
TECTH, Taki AK 4ac 3ropraHHa uinexoi kpoei (U3LIK), tpomBoenactorpama (TED, r-3nauenns) i
akrieopatuii YTY, 3a3en4aii noKasyoTh NHLIE HE3HAYHE SHUAKEHHS | He 000B"A3KOBO KOPEMIOIOTE 3
KAIHIYHOK ederTHEHICTIO. ToMy 1i TECTH HE MaloTh 0COGIHBOrO 3HAYEHHSA A4 MOHITOPHHTY Tepanil
nikapeskum 3acofom ®EMBA (aue. posain «OcobauBocTi 3acTOCYBAHHAY ).

Crocic zacmocyeanns




Nikapeskuii 3aci6 ®EMBA eroguT By TPIlUHEOBEHHO NOBiALHO 31 WEKAKICTIO 2 O]/ KT Mack Tina
3a XEHIHHY. SIKIL0 NadiedT 1o6pe nepenocuTs WeKAKicTs indy3ii 2 O]/ kr Macu Tina 3a XBHIHHY,
y HACTYMHUX indy3iaX weHaKicTs MokHa 36inewmn 10 MakcumansHoi — 10 OJ1/ kr Mack Tina 3a
XBUIHHY (MB. po3ain «DapMakoanHaMikan).

BinnoeneHHa nikapcskoro 3acofy Nepejl BReNeHHAM

Jlikapeekuit 3acie @EUBA ciin pinHornTH Ge3nocepeHbo nepel peeiennsm. ['oToBuil posunn cif

BUKOPHCTATH HEraiiHo, OCKiNLKK NiKapeeKiil 3acil He MICTHTE KOHCEpRAHTIB.

Mepemiwyiite BMicT QuakoHa KPYTOBMMH PyXam [0 [OBHOTO PO3YMHEHHS BCIX PEHOBHH.

[Mepekonaiitecs, mo mikapeskuii 3acid ®EMBA noewictio posunnmbes. inmakme uepes QineTp

NPHCTPOKD Mpoiiae MeHINa KinkKicTs oaunnls FEIBA.

[licis BiAHOBASHHA NPUrOTOBAHMIE PO3UHH MEPE] BBEACHHAM HEeoOXiAHO BI3yalbHO NEpPeBipHTH HA

HASBHICTL CTOPOHHIX YacTOK i 3MinM Konbopy. He BHKOpHCTOBYHTE PO3UHHM, AKI € KanaMyTHHMH

abo MicTATE ocal,

BiakpuTi KOHTEHHEPH HE MOJKHA BHKOPHCTOBYBATH NOBTOPHO.

He pukopucToByiiTe NiKapchkuii 3acib, akumio fioro crepunbuuii 6ap’ep OyB NopyleHni, yakoBKa

MoIMKoIAeHa abo Mae 03HAKHU MCYBaHHA.

BukopucToBYiiTe aniie BOAY /s iH €KL Ta NPUCTOCYBAHHA A4 BIAHOBICHHA, 10 BXOATE [0

KOMMAEKTY. SIKIO BHKOPHCTOBYKOTHCH TPHCTPOL, BIAMIHHI BiA THX, WO BXOAATH [0 KOMIIEKTY,

[epeKoHaiiTecs, 110 BUKOPHCTORYETRCS BiNORiAHKI dinbTp 3 posmipom nop ue menwe 149 MK,

BigHoeneHnii po3unH He MoskHa 30epirati B XON0AHIEHHKY.

[licns noBHOro BIAHOBIEHHA NiKApchKOro 3acoly GEWUBA iioro in'exuito abo indysiio cain

pO3NOYaTH HEraiHO il 3aBeplIdTH NPOTATOM TPLOX FOJHH MicNA BIAHOBNECHHA.

Bynp-skuii HeBHKOpHCTaHuit NiKapCEKHI 3acid abo BIAXOAM CNiA YTHAIIYBaTH BiANOBiAHO 10

YHHHHX BHMOT.

Bionognenus nopowsy 018 RPUSOMYEAnHA posyuny s inghy3aiit 3a donomMo20l0 RPUCIOCYEAHHA 01

sionoerenns « BAXJECT Il Hi-Flow»

|. Hepinkpuruii duakod 3 posuvHHMKOM (Boja [nd iWekuiif) nigirpifite g0 KimHaTHO
temneparypi (Bin 15 °C po 25 °C), vanpukiaj Ha BOAAHIH DaHi NpoTAroM AeKiALKOX XBHIHH
(makc. 37 °C), akuio noTpitHo.

2. 3HiMITE 3aXHCHI KOBNAYKH 3 JIaKoOHIE 3 NOPOLIKOM 1 pOIUMHHHKOM Ta npoanesindikyite rymori
npobku obox dnakonie. [loctaeTe dutakonn Ha piBHY NOBEPXHID.

3. Biakpuiite ynakoeky 3 npuctocyeansam ana signosnenna « BAXJECT II Hi-Flows, sugsim
JAXMCHY [IBKY, HE TOpKalo4Hch BMIcTy yrnakoex (puc. A). Ha upomy erani ue Buiimaiite
CHCTEMY 3 YIIAKOBKH.

4, [IlepepepHiTh YNAKOBKY TA MNPOCYHBTE NMPO0PHIT MIACTHKOBHIA WTHAT Yepes rymoBy npodky
dnakona 3 posunHHuKoM (prc. B). Tenep 3nimits ynakoeky 2 npucrocypanna « BAXJECT I Hi-
Flow» (puc. B). He suimaiite cuniii koenauok 3 npucrocysanns « BAXJECT IT Hi-Flows,

5. Tenep nepesepHiTh cHCTEMy, WO ckilafaeTsea 3 npuerocysanns «BAXIJECT 11 Hi-Flows i
¢lakoHa 3 pOIUHHHHKOM, Tak, wob duakod 3 posunnuukoM Oye 3pepxy. [lpocynere
dionerosuii wmudT npuctocyeanna «BAXIECT I Hi-Flows uepes daxkon 3 nikapebkum
sacoGom MEMBA. Posumnnuk BTaryethes y ¢nakoH 3 nikapcbkum 3acobom ®EWBA 3a
A0NoMOorow sakyymy (puc. I').

6. Obepemxto 200eTaiiTe, ane He CTPYHWIYHTE BCIO CHCTEMY. NOKH MOPOIIOK HE PO3YHHHTBCA.
Ilepexouaiitecs, mo nikapesKuii 3acid GEMBA nosHicTIo pO34YHMHHECH, OCKUIBKH B HIIOMY pasi
nitoua pevoBuHa Moske ByTH 3aTpUMana GinkTpoM y cHeTeMi.




PucyHok A Pucynok b Pucyuok B

Inghyzin

1= 3HiMITEH cHHIA KoBnavok 3 npuctocyeanus «BAXJECT 11 Hi-Flows. Bisemite wnpui i
nia’ennaiite iforo mo npuctocyeanns «BAXIECT I Hi-Flow» (HE 3ATIOBHIOWTE LUTTPUL]
[MOBITPAM) (pucyhok ). 1llo6 zalesnevnTH ulinkHe 3'€HAHHA MNpPHUA 3 NPHCTOCYBAHHAM
«BAXIECT 1l Hi-Flows», HacTiHHO peKOMEHIYEThCA BHKOPHCTOBYBATH LIMPHL 3 JIHOEPIBCBKHM
3amkoM (nipu 3Gipui oBepraTh WINPHLE 38 FOAHHHUKOBOK) CTPINKOK [0 YNOPY).

o ITepepepHiTh cHCTEMY Tak, 00 BiHOBAEHU Nikapebkiii 3acid onuHKBCS 3BepXy. BTarniTe
BiIHOBNEHHIT NiKapchkuii 3aci y Wwnpuil, NOBiALHO NOTATHYBIIM NOPLUIEHE Ha3ajl, | NepeKoHaiTecs,
o winsHe 3°'eaHanna Mk npucrocyBanHaM «BAXIJECT II Hi-Flow» i mmpunom 36epiraerbes
NPOTArOM YCROTo NMpollecy BTAryeanus (puc. II).

3. Bin’eanaiite wnpuu.
4, Y pasi cniHoBaHHA Nikapceekoro 3acofy y WNpHUD ¢l A0YEKaTHCA 3HHKHEHHA RiHM.
TMOBINBEHO BRECTH PO3YHH BHYTPINTHEOBEHHO 3a J0NOMOrow iHysifinoro Hadbopy. 1o 40JaEThCA.
Pucynok I Pucynok I Pucydok J1
ur 7,

Himu

Jlikapebkuii 3aci 3acTOCOBYBATH TITAM BIKOM Bill 6 pOKiB.

Jloceia 3acTOCYBAHHA JiKAPCHKOTO 3acoby AiTAM BiKOM 710 6 poKiB oOMexeHHiT.

PexomenoBaHHI pesuM J03VBaHHA, SK AN JOPOCIHX, AKHH cllij ananTyeaTH A0 KAiHIYHOrO cTaHy
JHTHHH,

Hepedosyeanna

[IpM 3acTOCYBaHHI BHCOKHMX 1103 JiKapckkoro zacoby DEMBA ninBHulyeThes PH3HK PO3BHTKY
TpomMGoTHYHHX | TpomOoemboniunux aemil (zokpema JIB3-cunapomy, indapkty Mmiokapna,
geHosuoro tpomGosy i TpombBoemGonii nerenesoi aprepii). Binomo npo BMDAAKM BHHHKHEHHS
TpomOoeMBoni4HHN ABMIL NPH 3acTocyBanHi 103 Buuie 200 OJ1/kr, a Tako® y NauieHTiB 3 IHIIMMH
thakTopamu pu3mMky TpomboemGonii.

AKIO crnocTepiraloThed 03HakH abo CHMATOMH TPOMGOTHUHMX | TpOMBOEMOOIIMHHX YCKNAAHEHb,
iH(Y3iF0 i HEeraifiHO NPUIMHUTH | PO3MOYATH BiAMOBIAHI AIATHOCTHYHI Ta TepaneBTHYHI 3aX01H
{nue, poanin «OcobnueocTi 3acTOCYBAHHAY ).

ITodiyni pearuyii

Jlikapcbkuit 3acid GENBA Moie BUKIHKATH peakuil rinepdyTiHBOCT anepriydoro THOY, IO
BKIIOYAIOTE: KPONME'SHKY. AHTIOHEBPOTHYHWHA HaOpsak, nposed 3 DOKY TPaBHOro TPakTy,
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OpoHxocnasM i NaaiHHA apTepianbHOro THCKY: Ui peakuii MOKYTh OYTH TAMKKHMH A CHCTEMHHMH
(Hanpukiaa, aHadinakcia 3 KPONHB AHKOK Ta aHriOHEBPOTHYHHM HaOpAkoM. GpOHXOCMAa3M.
reMogHHaMidHii oK) (Qde. Takos po3ain «OcobiMBOCTI 3ACTOCYBAHHAR ).

[ToGiuni peakuii. npejcTapieHi B ULOMY po3aiii, OyiH 3apeccTpOBaHi Nijl 4ac NOCTMAPKETHHTOROTO
CHOCTEPENEHHA, & TAKOK ¥ MekKax A0CTIKEHD i3 3aCTOCYBaHHAM Tikapebkoro 3acoby ®EUBA nns
NiKyBaHHA enizo/liB KpoeoTeY y AiTeil i fopocnux nauieHTie 3 remodinieio A abo B Ta inribitopamu
axropie VI abo IX. B oanomy 3 nocnimkeds Takox Gpand yyacTe naiieHTH 3 HabyToro
remodiinieto, Akl oTpuMyBan inriGitopn dgaktopa VI (2 i3 49 nauienTir). KpiM Toro, 1o nepeniky
Oyno nonano nobikHi peakiil 3 10CHiKEHHA, B AKOMY NOPIiBHIOBAIH npodinakTHYHe 3acTOCYBaHHA
3 NIKYBAHHAM Ha BHMOTY.

YacToTy BUHHKHEHHS NOGIYHNAX peakuiil BUIHAYEHO 32 TAKUMM KaTErOpiaMH:

IYIKE 4acTo = 1/10

YacTo Big =1/100 no <1/10

HEYacTo Big = 1/1000 go < 1/100

piiKo Big = 1/10 000 go < 171000

IyKe piako =< 1/10 000

HEBIJIOMO HACTOTY HE MOMHA BMIHAYMTH 38 HAREHUMH JaHMMM,

[ToGiuni peakuii

Cuctemu opranie | [lepepamuuit tepmin MedDRA [Meauunuii cnosHuk s Hacrora
PEryaATOPHOT MifAARHOCTI] BEMHHKHEHHA®
[Mopymenns 3 6oky |[CHHAPOM IHCEMIHOBAHOIO BHY TPILHLOCY AMHHOIO Hegsigomo
CHCTEMHM Kpoei Ta  [3roprans kpoei (JIB3-cunapom)
niMdaTHaHOT [TinguiieHHs THTPY iHriGiTopie (aHamHecTH4Ha peakuin)® |Herizomo
CHCTEMH
[Mopymenns 3 boky |[inepuyrausicts © Yacto
IMYHHOT CHCTEMH Kponue’ ania Heginomo
AHadinakTHYHa peakiis Hesinomo
[Mopyuienns 3 Goxy |[lapectesia Heginomo
Heproroi cHeTeMHd  |['inectesis Hesinomo
TpomGoTHUHMIA IHCYIRT Heeigomo
EmGoniunnii iHCYNBLT Herinomo
["onosHwii Gine © - Yacto
CoHanBicTs Hegigomo
3anamopouenns ° Yacto
Hucreszia Hesigomo
[Mopywenus 3 6oky  |[Indapkr Miokapaa Hepsigomo
cepus Taxikapin I Heelgomo
[Mopymenns 3 6oky |Tpombos. Hepinomo
CYITHH Benosuuii tpombos Hesizomo
ApTepiansHuii TpoM6o3 Heeinomo
EmGonia (tpombGoemGoniuni yeknaaHeH ) Heginomo
linorenzis © Yacto
ApTepiankha rineprenzia Heeinomo
inepemis Heeinomo
[Mopywmenns 3 6oky |TpomboemGonia nerenesol aprepil Hegigomo
opradie auxanua,  |bporxocnasm Hepinomo
rpyaHOT KINITKH Ta [ Xpunu Hegigomo
cepelocTiHHS Kawens Hesigomo
Januinka Hegrinomo
[Mopywenns 3 Goky |Bmopanns Hepinomo
HIYHKOBO- Iiapes ] Hegigomo
KHIIKOBOIO TpakTy | JluckoMmdopt v #uBOTI Heginomo




B L N Hynora B - T Heginomo
[Mopywenns 3 Goky |[BiauyTrs oHiMinHg obnuyys Hegigomo
LWKIpH T4 AHTIOHEBPOTHYHHH HADPAK Hesiomo
niawKipaux TkauuH |Kponue aHka |Hesigomo
CrepOik |Hepinomo
Bucun * Yacto
JaraneHi Bink v micui in’exuii Hepinomo
NopyLeHis Ta Hesayikanua Hegrigomo
peaxiii B Micui BiguyTra xapy Hesigomo
BEREIEHHS [lponacuuus Hegigomo
Hipexcin Hegigomo
bint v rpyadii knitud Herinomo
T JTuckoMBopT ¥ rpyaHii kaiTui — Herizomo
PeayneraTi Pizke sHHAEHHS apTepiaibHOrD THCKY. Hesigomo
naboparopuux ta  [TTo3HTHBHMIE pe3ynbLTaT HA NOBEPXHEBI AHTHTINA 10 YHacro
iHCTpyMeHTANLHHUX  [renaTHTy B®
JOCHiKEH [Tineumenna D-gimepy dibpuny Hesinomo

* TouHe BH3HAMEHHA YACTOTH LIHX NOGIMHIN peakuii HA OCHOB] HAABHHX JAHIN HEMOJKITHEE,

" TliapMiueHHs THTPY iHrGITopis (aHaMHecTHIHA peakuis) [He € nepesaskany Tepminom 3a MedDRA] — ue
3POCTAHHA BiXE HAABHOTO THTPY iHTiGITOPIE, 1110 BUHUKAE MicIA 3CTOCYBAHHA NikapekKkoro sacofy GEHBA
(aue. pozain «OcobnuBOCTI 3aCTOCY BAHHAN),

P [ToGiuni peakuil, 3apeecTpoBaHi B OPHriHANEHUX NOCTIIKEHHAX | JochiixenHax npodinakTuky. Hapesena

UACTOTA BH3HAYEHA TiNbKH 3a JAHHMH JOCTIIKEHb NPOdinaKTHRY,

¢ TloGiuni peakuii, sapeccTposani B pocniiwenni npodinakriey. Hasenena 4acToTa BH3IHAYEHA 32 JaHHMH

AochiieHHa 3 npodinakTirns.

Peakiii, xapakTepHi 14 Knacy JiKapebKux 3acobis

Cepen iHIIMX CHMATOMIE peakuiil rinepuyTiHBocTi 40 NiKapchkuX 3acoGiB, OTPHMAHMX i3 MIasMM
KPOBi, — MJIABICTE 1 3aHENOKOCHHS.

[Mopigomaenss npo nigoapiosadi nobiuni peariii

[Moeigomiednd npo nodivdi peakuil nicng peecTpauii NikapeeKoro 3acoly Mac BAKIHBE 3HAUYEHHS.
Lle nae 3Mory npoBOAMTH MOHITOPUHT CHIBBiIHOLIEHHS KOPHCTH/PH3HK NPH 3aCTOCYRAHHI LIBOTO
nikapeekoro acody. MeauunuM Ta dapMaleBTHYHUM NMpaliBHHKAM, & TAKOXK naticHTaM ado IXHIM
IAKOHHHM MPEACTABHHKAM CiJ NOBIAOMIATH NPO YCi BHITAAKH NIA0IPIOBAHIK NOOIYHUX peakLiii Ta
BigcyTHoCTi edlexTHBHOCTI Nikapcekoro 3acody uepes aTomaTHioBaHy indopmauiiiny cucremy 3
drapMakoHarnaay 3a nocHiaanHsamM: hitps://aist.dec.gov.ua.

Tepsin npudamuocai, 2 poOKK.

Ximiyna i dpizvuna crabinedicte GyNla NpoJeMOHCTPOBaHA NMPOTArOM 3 TOIOMH MPH KIMHATHIH
Temneparypi (ao 25 °C). 3 mikpoGionoriyHol TOYKH 20pY, AKILI0 METO/ BiAHOBJIEHHA HE BHKIOYAE
puzHK MikpoOHoro 3abpyaHenHs (KOHTpoibLOBaHi Ta BaNifoBaHi acenTHYHI YMOBM), NiKapchKmii
3acid cnijg BMKOpHMCTAaTH HeraiiHo. SIKINO po34MH He BUKOPHMCTATH BiApasy, KOPHMCTYBay Hece
BIANOBIIANBHICTE 3a TEpMinK il yMoBH 30epiratis nicns BlAHOBAEHHA NiKapebKoro 3acoby.
BinHosnennii nikapcekuii 3acid ne moxna 30epirati B XONOAHIBHHKY.

¥mosu stepiranns

36epirati npu Temnepatypi ne euie 25 °C. He samoposkysatu. 30epiraTi B OpurinanbHii ynakogi
3 METOIO 3aXHCTY Bijl CBIT/A.

30epiraTi B HEQDCTYNHOMY AJIA DiTeil Micili.

VYmoeu 30epiranns nikapebkoro 3acofy nicns BiIHOBNEHHS AMB. Y posain « TepMin NpHAATHOCTDY.

Hecymicnicmn
Lleii nikapcekmii 3acid He MOMHA 3MIIYBATH 3 IHWMMH NiKapckKuMu 3aco0aMu, 3a BHHATKOM

pO3UMHHMKA, 3a3HaueHoro B posaini «Cnocid zactocypanHs Ta aozmy. Sk i y BUDAOKY 3 ycima
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npenapataMi hakTopie Koarynauil KpoBi, 3MILIYBAHHA 3 iHIDHMM NIKapCekUMM 3acobamu mome
HETATHBHO BILIMHYTH Ha Horo epeKTHBHICTE | nepeHocHicTs. [lepen RReICHHAM NiKapceKoro sacoby
®ENBA Ta nicns HROrO PeKOMEHIYEThCA NPOMHTH MPHCTPIli 3AraibHOFO BEHOZHOTO JOCTYNY
BIJMOBIIHHM POIMHHOM, HAMPHKIAT I30TOHIUYHUM (i3ioNoriuHuM posuHHOM.

Maxtopu Koarynauii KpoBi, OTPHMaHI 3 NAA3MH NOJAHHH, MOKYTh alcopOyBaTHcs BHYTPILHIMH
NOBEPXHAMH NEBHUX THNIB NPUCTPOIB And il ekuiit/indy3iit. Lle moxe oGymosuTH HeedeKTHBHICTD
tepanii. Tomy 3 nikapchkum zacofom DEMBA MokHa BHKOPHCTOBYBATH TiNLKH CXBaieHi
nAacTHKOBI iHdy3iHHI NpHCcTOCYBAHHA.

Vnarkosra.

I ¢nakon 3 nopowkoM no 300 O] v komnnexti 3 po3ddHHHKOM (BoZa ans in’exkuii, 5 mn),
npuctocysaniaM ana BigHoeiaenus «BAXIECT I Hi-Flow» Tta nabopom ana eeepenus (1
OQHOPA3OBHIA WnpuL, | ronka-MeTenHk) ¥ KapToHHIi kopodui; abo

| dnakon 3 nopowkor no 1000 OO v komniexri 3 posdvdHukoM (Boaa ana iv'exoid. 10 wn),
npuctocyBaniam ans siguosnenus «BAXJECT II Hi-Flow» ta nabopom nns eeenenns (1
OAHOPAIOBMA WNPHLL, | roNKa-MeTeNHK) ¥ KapToHHIN Kopobi; abo

1 durakon 3 nopowkom no 2500 OJl y koMnnexTi 3 po3uMHHMKOM (BOJa ANA iH'ekuiii, 25 mn),
npucrocyeadHaM ans eigHoeneHns «BAXIECT 11 Hi-Flows Tta nabopom nna eeeneHns (1
OMHOPA3ORHI WNPHIL, | TONKa-MeTeNHK) ¥ KapToHHIHA Kopobii.

Kareropin sinnycky. 3a peuentom,
Bupoounxk. Takena Maunydexuypinr Agctpis AT/ Takeda Manufacturing Austria AG.

MicnesHaxomeHHA BHPOOHHKA Ta aapeca Micog NpoBauKeHnd iioro aigasHoceTi
Inmyctpimtpacce 67, 1221 Binens, Asctpis / Industriestrasse 67, 1221 Vienna, Austria,

Jara ocTaHHBOr0 Neperasay. 4(.5-_ ﬁ 77 /Wﬂf [



