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Cknao:

diroua pevoeuna: coagulation factor VIII (octocog alfa);

1 pnaxon MicTHTE:

250 MO* thaxtopa xoarymsmii xposi momusn VIII pekombinanToro (p/IHK)**, OKTOKOTY ansga,
IO DicAA PO3BENCHHS CTaHOBMTh NPHOIH3HO 50 MO/MA daxTopa Koarymanii kpoei moauau VIII
PeKoMOiHaHTHOTO, OKTOKOTY anbda;

500 MO* daxropa koarynsmuii kposi moauau VIII pexombinanTroro (pJHK)**, OKTOKOI'Y anbpa,
IO TC/A PO3BEACHHS CTAHOBUTEL MpHOMI3HO 100 MO/Mn dakTopa Koarynsuii kposi Juoguan VIII
pexoMOIHAHTHOTO, OKTOKOIY anbd)a

1000 MO¥* dhaxtopa Koarymauii kpoei aiogusd VIII pekoM6GiHAHTHOTO (pI[HK)** OKTOKOTY anega,
IO MiC/IA PO3IBEACHHA CTAHOBUTE Mpubusno 200 MO/mi daktopa Koarymsuii kposi momuun VIII
pexoMbBiHaHTHOrO, OKTOKOTY anbda;

1500 MO* daxropa xoarymsmii kposi mozunm VIII pexomGigarTrOr0 (pJHK)** OKTOKOTY anbtha,
IO MiCHA PO3BEACHHS CTAaHOBKTH NpHbm3HO 300 MO/Mn dakropa Koaryasuii KpoBi moquan VIII
peKoMOIHaHTHOrO, OKTOKOTY ank(a;

2000 MO* daxropa xoarymmii kposi momunu VIII pexombinanTHOro (pAHK)#*, OKTOKOTY anbda,
IO MiC/A PO3BENICHHA CTAHOBHTE NpHGmasHo 400 MO/Mn dakropa Koary/smii kpoBi mogunan VIII
pexoMGiHAHTHOrO, OKTOKOY a.rmcba

3000 MO* daxropa koarymsnii kposi momuan VIII pexomGinarraoro (p/IHK)**, OKTOKOTY aibba,
IO NIiC/A PO3BE]AECHHS CTAHOBHTH NpuGm3no 600 MO/ma dakTopa Koarymauii KpoBi momuun VIII
PeKOMOIHAHTHOrO, OKTOKOrY anb(a;

OonomicHi pevoeuru: TPEranosa, riCTH/H, TiAPOKCHMETHIAMIHOMETaH, HATPHO XJIOpHJ, KanbLilo
XJIOpHT, CIIyTaTioH (BigHOBIEHUIA), momicopbaT 80, MaHiToN.

* AXTHBHICTb (B MiXKHAPOIHHX OIMHHIAX) BU3HAYAECTHCH 3 BHKOPHCTAHHAM XPOMOTEHHO] KiTBKicHOL
npobH TOPIBHAHO 3 BHYTPINIHIM CTAH/APTHHM 3paskoM, IO BiANOBinae cradgapry BOO3. Ilutoma
AKTHBHICTH CTAHOBHTH NpHOIM3H0 4000 — 10000 MO/Mr Ginka.

it @akrop koarymanii kposi moguay VIII BHpo6IseTshes 32 TEXHOIOTIEH pexombinanTHOro J(HK 3
KITiTHH s€4HUKa KuTakcskoro xom’suka (CHO). B upoueci nocisy kmiTHEROT KYJIBETYPH, Ha €Tl O4HIICHASL
1 KIHNEBOTO NpPHTOTYBAaHHA DPELENTYPH HE NONAKOTHCH (SK3OreHHI) GUIKH IIOACHKOrO I TBAPHHHOI'O
TOXOIKSHHS.

Jlikapcbka dopma. [Topommok Ta po3uMHHEK A1 PO3UMHAY JUIA iH’ €Ki,
Ocnosni  pisuxo-xiviuni eracmugocmi: poscunyacTuii nopomok Giroro a6o Maibke 6inoro
KONBOPY; TC/s BiAHOBIEHHS — IPO30pHiH, Ge36apBHuii po3unH, BITbHMIE B CTOPOHHIX BKITFOYEHE.

lI)apmalmTepanenTuqHa rpyna. Bitamin K ta {Hmi remocratmuni sacobu. (Dax'rop _
kposi VIIL. Kox ATX B02B DO02.




Dapmaxonoziuni enacmusocmi.
Dapmaxodunamira.

Kommzeke daxrop VII/dakropa Binnebpanaa cxiafaeTecs 3 JBOX MOTEKYN (baxropa VII i
takropa BianeOpanga) 3 piseamn  disionoriunumu  dymkmismup. AJBENT  micturs
pexoMOinanTHRid Qakrop VIII sropramss (oxrokor amega), TIKONpOTEiH, mo 6ionoriumHo
eKBiBaICHTHHI ririkonpoteiny dbakropa VIII B moackKill wiasmi.

Oxrokor amepa — mHe NIKONPOTElH, MmO CKIagaeThea 3 2332 aMmiHoKucIOT 3 npHOIA3HOK
MOIEKyIIpHOIO Macoro 280k/[la. Iipu indysiiimomy BeenenHi xBopoMy Ha remodiniro dakrop VIII
3B’s13y€Thes 3 Gakropom BimneGparna y cucremi kpoBoo6iry namienta. AKTMBOBaHmit daxtop VIII
nie sK Ko(aKTOp AN AKTHBOBaHOrO (haktopa IX, mpHCKOPIOIOMH MEpeTBOPEHHS taktopa X Ha
aKTHBOBaHHUK ¢akTop X. AxTHBOBaHUil (akTOp X nepeTBOpIOE MpOTPOMGIH y TpomGin. Ilicms
1boro TpoMGiH mepersopioe hibporen Ha ¢ibpun, i dopMyeTnes bibpurormil arycTox. T'eModimis
A - Ile moB’s3aHMi 3i CTATTIO CIIA/IKOBHI PO3NA/ 3rOPTAHHS KPOBi Uepes SHWKEH] PiBHI aKTHBHOCTI
axtopa VIII, mo cnpuunase npodysHi kpopoTedi y cyriofax, M’s3ax abo BHYTPINIHIX OpraHax,
SIKi BUHHKAIOTH CTIOHTaHHO ab0 B pesyNbTaTi BHMaKoBoi abo Xipypriunoi Tpasmm. Pipi taxTopa
VIII B mnasmi 36inemyloThcs 3a JomoMorolo 3amicHol Teparii, 3aBaske sKiff TMMYAcoBO
Koperyerhes AepinuT daxropa VIII i cCXHIBHICTS 10 KPOBOTEHi.

Po3zeurok iHTiGiTopin

Imyrorennicts AIIBENTY omimoBanacs y maientis, mo panimie OTPHMYBaIM JIIKyBaHHA. B Xoxi
KNiHiHBX BENPOOyBaHs 32 ydactio 233 pirei i mopocmux mauienTie [aite (sikom 0-16 pOKiB) i
sopocii (BikoM Bia 16 pokis)] 3 giarHosom Taxkoi remodinii A (paxrop VI < 1 %), sxum
HONEPENIHBO 3aCTOCYBABANM KOHUEHTpauil ¢axtopa VIII > 150 nmis ama mopocamx i miteit
CTapIoro Biky i > 50 gmis ans mireit < 6 pokiB, OIMH NALIEHT NPOSBUB HH3LKHEE THTP iHribiropa
(2.4 OL B MopudixosanoMy aHanisi Beresna) micna 26 mmie mpuitomy AJIBEWT. Hacrynmi
BUNpoOyBaHHs iHribiTopa y mporo malieHTa micns BAXOAY 3 AOCITIIKEHHA GYIM HEraTHBHUMH. Y
BCIX JOCTIDKEHHAX CepefHii BILIMB Jikapcekoro 3acoGy AJIBEAT crnocTepiraBcs mpoTaroM 97
IHiB npuioMy (niamason six 1 g0 709) y nauieHTis, ski paHimie OTpHMYBaiIH ITIKYBaHHS. 3aransHa
4acToTa po3BUTKY Oy/b-akoro inriGitopa daxropa VIII (Husskuit un BHcoKHii) ckmamae 0,4 % (1 3
233).

Tlo 3aBepmeHHI HEKOHTPONBOBAHOTO ACCHmKEHHs y 16 i3 45 (35,6 %) XBOpHX Ha TADKKY
reMotinito A (OVIII < 1 %), axi paHilme He JikyBalucs, MpY 3aCTOCYBAHHI MoHANMeHTIE 25 oA
daxtopaVIII posueamucs iHribiropu dakropa VIII: y 7 is 45 (15,6 %) nposBuBCs BucOKHMit TUTD
inribitopa, a y 9 i3 45 (20 %) mposeuBCA HHUSHKMH THTP iHribiTopa, 1 3 akux Moxe
KnacudiKyBaTHCA AK TPAH3UTHHH IHTiGiTOp.

®axTopaMH pH3HKY, 0 OyIH MOB'sA3aHi 3 PO3BMTKOM iHTiGiTOpa B JaHOMY HOCIiZKEHHI CTATH
TPAEeCTABHMKH HEKABKA3LKOI €THIYHOI IPYNH, icTOpiA po3BHTKY iHriGiTopis B aHaMue3i pomuHH i
iHTeHCHBHE JTIKYBAHHS OpH 3aCTOCYBaHHI BHCOKHX H03 nporarom nepmmx 20 guis, Y 20
AOCIIKYBAHNX, SAKi HE MamH XOJHOrO 3 LEX (JaKTOpiB PHIAKY, HE GYIO BHABICHO PO3BHTKY
iHridiropa.

Bynu 3ibpani nani inayxuii imysnoi ToneparTnocti (IIT) y XBOPHX, SKi MPOSRHIA THTP iHribitopa.
Y cybnocnifokeHHi 32 yyacTio AiTeH, IO paHimne He NMpUAMANH Mpenapar, OT-mpouenypu & 11
TAKHX MAIEHTIB Oymm 3afokyMeHTOBaHi. PetpocnexTuBmii amanis 6yB 3poGuemmuii y 30
nocnimxennsx Ha IIT, a 30ip mauux me BefeThCA

Y nmocmimpxensi 1Bi JoBrocTpokoBi mpodinakTiumi cXemH NiKyBamus GyaM 3icTammeni B 53
NAIiENTIB, 100 paHime JiKyBanWcs: PEXHM J03yBaHHA BiAHOBIZHO 710 IMIMBiZyamTbHOT
{apmakoxineTuky (B Mexkax niamasony Big 20 ao 80 MO daxropa VIII Ha KT macH Tina 3
inTepBamamu 72 + 6 romum, n = 23) i CTaHAAPTHMI NPOGiNAKTHIHHIA PeKAM nosysanns (sig 20 po
40 MO/xr xoxHi 48 £ 6 rogun, n = 30). GapMaKOKIHETHKA 3ANEKUTH Bif PEKUMY N03yBaHHS v
BignosigHocTi A0 dopMymm) 3 MeToro maTpEMku daktopa VI Ha MiHiMaTbHOMY DiBHI > 1 % y
inTeppani 72 ropmum. JaHi OBOTO MOCTIDKEHHS TOKA3yIOTh, MO ABa npoinaKTHYHI PeKIMHE
A03yBaHHA MOHA NOPIBHATH 3 TOYKM 30py IMEHIIIEHHS NIBUAKOCTI KpOBOTeEHi.
€aponeiicbke MeAWYHE areHTCTBO BiMOBHJIOCH Bij 000B’A3Ky HOJATH PE3YNBTH]
oo mikapenkoro 3aco0y AIIBEHT y Beix minrpymax NeTiaTPHIHOTO HAaCEICHHS




(Bpomkenmii nediuur gaxropa VIN): «Iupykuis iMyHHOT TonepantHocti (IIT) Yy MalieHTik 3
remoginiero A (Bpomxenwit nedinut daxropa VIII), sxi BupoGisuiy iHriGitopr no daxropa VIII» i
«JlixyBaHHs Ta npodiTakTHka KpoBoTedi y malli€HTIB 3 remodiniero A (Bpojukenmii gedimpT
taxropa VIII)».

Dapmaroxinemuxa.
Bei papmaxokineruyni nocnimxeHna nikaposkoro 3acofy AJIBENT 6ymm npoeemeni 3a y4acTio
XBOPHX, MO paHime NiKyBaducs Bif| THKKOI i moMipHOT reMoinii A (movarkoBwii pisens daxtopa
VIII < 2 %). Ananis 3pa3kie ninasmu Oys npoBeneHui B IEHTPAJIbHIi naGopaTopii 3a JOIOMOTOK
OZIHODPIBHEBOTO AHAIII3Y.
3aranoM apmakokineTHKy owiHioBami y 195 maumientiB 3 roctpoio remodimicro A (noyaTkoBHid
pisenr dakropa VIII < 1 %); aireii BixoM Big 1 Micang g0 < 2 pokis, xiTeil BikoM Bix 2 10 < 5
POKIB, fiTeit crapmoro Biky Bia 5 1o < 12 pokie, mignitkis (8ix 12 10 < 18 pokiB) i Jopocnux (Big
18 poxiB i crapiue).

Tabmag 1.

3BepeHHi faHi hapMaKoKiHETHUHHX MapaMeTpis Jikapckkoro 3acoby AJIBEUT y mauieHTis 3
TKKOIO popmoro reModitii A (HouatkoBmii pigeHsb daktopa VIII < 1 %)

IMapamerp (cepenne Hosorapomxeni | itk Jitd crapmworo | ITimmiTku Hopocni
3HAYEHHS + n=15) (n=30) BIKy (n=33) (n = 109)
cTaHJapTHE (n=18)

BIAXHJICHHS)

Bceworo AUC 1362,1 £ 1180,0 + | 1506,6 +£530,0 | 1317,1 % 1538,5 +
(MO * rog /nn) 311,8 432,7 438,6 519,1
Ckoprrobane 2,2+0,6 1,8+04 2,0+0,5 2,1+0,6 2,2+0,6
iHKpeMeHTalbHe

BiAHOBIEHHA 11PHA Cryax

(MO/an 8 MO/xkr)*

Ilepion HamiBpozmamy 9.0+1,5 9,6+1,7 11,8 +3,8 12,1 +3,2 | 12,9+4,3
(roxm)

MaxcumaibHa 110,5 + 90,8 + 100,5 + 25,6 1076+ | 111,327,
KOHIIEHTpallis y 30,2 19,1 27,6

nyiasmi micns indyszit

MO/mm)

Cepenniii yac XuTTS 11,0+ 2,8 12,0 + 15,1 4,7 15050 | 16,2+6,1
(rom) 2,7

0O6’em 04+0,1 0,5+0,1 0,5+0,2 0,6 +0,2 0,5+0,2
posnozniny y

crabinsHoMy CTaHi

(ma/xr)

Knipenc (Mi/kr * rop) 39+09 4815 3,8+1,5 4,1+1,0 3,612

* O6uHCmOeThe 9K Coa, — 0230BMHA pipenp Qaxropa VIII, pospinenuii sa mosy B MO/kr, e Coay €

MaKCHMaNbHEM MICIAiH}y3iiHMM 3Ha2eHHEIM dakTopa VIII

Besneka i remoctatiyHa edexTHBHICTL MiKapcekoro saco6y AJIBEWT B neniatprraniii momynauii
aHAJIOriuHa [TMM NOKA3HHKaM Yy AOPOCIHX NanieHTis. CKOPUTOBaHe BiHOBIEHHS i KiHIEBHIA NIepion
HaTliBBHBEACHHS (t;) Oy npubausro Ha 20 % HIDKIMMU B MONOJIIUX [iTeH (MEHIE Hix 6 POKin),
HDK Y IOPOCIHX, WO MOXKE GyTH 06yMOB/IEHO 9aCTKOBO BifOMHM 36ibIIEHHAAM OBCATY II1a3MH Ha
Kijorpam Baru Tifia B MOJIOMIIKX NaMi€HTIB.

dapmaxokineTHuHi 1aHi manjentis, wo mikysamcs AJIBEVTom, Ha chorogui sincyTsi.

Kniniuni xapakrepucTuxs,

IToxazanns,

JlixypauHa i mpodinakThka KpoBored y maiieHTiB 3 remodiziero A (Bpomke
¢axropa VIII).
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Hpomunoxazanus
linepayTiaBiCTs K0 AKTUBHOI PEeYOBHHH UM JI0 OY/Ib-AKOI JOIOMIXKHOI PEYOBHHHM, 110 BXOAUTH IO
cKJIady Ipenapary, abo go 0iKiB MHIIel Ta XOM FKiB,

B3aemooin 3 inwumu Aikapcekumu 3acobamu ma inwi eudu e3acmooii.
Baaemonis npenapaty AJIBEHT 3 inmumu mixapchkuMH IpenapaTaMu HeBiToMa.

Ocobausocmi 3acmocysania.

linepuymnugicmo

YV meSAKAX BUTIaIKax IpH BBEAEHHI mikapchkoro 3acoby AJIBEMT Bummxams Taxki aneprigui
peakuii, BKIouarouM aHadinakciio. IIpemapar MiCTUTL HEBENMKY KinbkicTe Oinka Mumed i
XOM’fKiB. SIKIIO BHHUKIM CHMOTOMH TIiNEPYyTIHMBOCTI, NALIEHTAM CIil HEraiHO NPUITHHUTHA
3aCTOCYBaHHS IpPEIIapary i 3BepHyTHUCA N0 CBOro Jikaps. [lanientn noeuHHI OyTH npoindopmoBani
Tpo paHHI O3HAKH peakuii rinepyyTIMBOCTI, TAKi K KPOIMHB’SHKA, FeHEpaTi3oBaHa KpOIIMB JHKA,
CTHCHEHHS B JiNSHII MPYXHOI KJIITKH, 3aAHIIKA, TINOTOHIA | aHadimakcis,

¥ BHIaKax MIOKY NOTPiOHO po3110YaTH 3arajibHi NPOTHILOKOBI 3aX0IH.

Possumox inzibimopis

YTBOpeHHs HeliTpanisyrounx aHTHTIN (iHribiTopiB) no daxropa VIII € BigoMEM yCKIazHEHHIM IIPH
JiKyBaHHI XBOpUX reModinicro A. Iimmm inriGitopamm 3a3Budail € iMyHormoOyminm IgG,
CITpAMOBAHI MPOTH NPOKOArYIALiiHOI akTHBHOCTI (hakropa VIII, siki BHpaXkaloThCs B OJMHHMIEX
Bere3na Ha M IIasMM 3 BHKOPHCTAHHAM MoAu(ikoBaHOro aHanizy. ¥ NamlicHTIB 3 pO3BHTKOM
inribitopis mo daxropa VIII, Mo)iMBa HeJoCTarHd KIiHiYHa peakuis. B TakMx BHmamkax
PEKOMEHIYETBCS 3BEPTAaTHCA JI0 CHENiali3oBaHAX IIeHTPiB reModinii. Pu3ux po3BHTKY iHribGiTopis
noB’s13aHMHA i3 BILMBOM ¢akrtopa VIII, mpu mpoMy BiH MakchManbuuii y mepmi 20 aHis, Ta 3
iHITMMH TEHETHYHWMH i €KONOTTYHUMH dakTopamu. Y piAKICHMX BUmajKax iHTiGiTOpH MOXYTb
posBuBaTHCA micnd nepmmx 100 THIB NiKyBaHHA.

Croctepiranics BUNIaIKA PEUHVMBY PO3BHTKY iHIi0ITOPIB (3 HU3LKHM THTPOM) MiCiA TIEPEXOLY 3
oaHoro npenapaty pexomOiHaHTHOro akropa VIII Ha iHmMi y nauieuTis, o paHile TpPOXOIHIH
niKyBaHHA, npoTaroM Oumeme HDK 100 AHiB, y AKHX B aHAMHe3i CIIOCTEpPiraescsd pPO3BHTOK
inribiTopis. ToMy MOTpPiOHO BeCTH peTenbHE CHOCTEPEKEHHA 3a NTALIEHTAME Ha OPEAMET PO3BHUTKY
iHribiTopie micaa 3MiHM JMKapCHKHX 3ac00iB.

3aranoM HeoOXigHO BecTH peTenbHe CHOCTEPEHEHHA 33 MaLiEHTaMH, SKi NPOXOAATH JIKYBAHHS
pexomOGinanTHHM QaxTopoM 3ropTaHHs Kposi VIII, Ha mpeaMer po3BHTKY iHriGiTOpiB muisxom
NPOBEJCHHA BiANOBIHMX KIHIYHHMX CIIOCTEPE)KEHb i NaGopaTopHuX amanisie. fkio odwikysami
pisHi akTuBHOCTI thakTopa VIII B mmasMi He mocsararoTbesd abo K KPOBOTEUA HE KOHTPOIHOETHCH
BiANOBiHOIO 103010, MOTPIOHO NMpPOBECTH TECT HA NPHMCYTHICTs (aktopa VI V manieHTis 3
BHCOKHM piBHEM inrifiTopa 3amicHa Tepamin ¢akropoM VIII moxe Gyr#t HeedeKTHBHOW, TOMY
NOTPIOHO PORM/ISHYTH iHIN MOXIMBI METOAM NiKyBaHHSA. KypHpYBaTH TaKHX [AIli€HTiB IIOBHHEH
JMiKap 3 AOCBiOM JIiKyBaHHA MALE€HTIB 3 reModiniero Ta inribitopamu daxropa VIIL.

Ycxnaduenns, nos’azanui 3 KAMeMepU3aYicio

SAxmo HeoOXimHuit LeHTpanmbHMI BeHO3HHH npucTpii (CVAD), npuCyTHiH pH3MK BUHMKHEHHA
CVAD-1oR’s13aHOTO YCKIa/(HEHH BKIIOYAIOYH Micuesi iHdexii, 6akTepiemito i TpoMGo3 B micmi
KaTeTepu3anii.

Daxmopy, wio noe’s3axi 3 OONOMINCHUMU PEYOSUHAMY

ITicns posBeneHHs Nikapebkuii 3aci® mictuts 0,45 mmons Hatpiro (10 Mr) na duakon. Ile Bapro
BPaxOBYBATH, SKIIO NailicHT 1tepefyBac Ha KOHTPONbOBAHIH HATPIEBIH mieTi.

B inTepecax mNallieHTIB peKOMEHIYETHCA II0 MOMNJIMBOCTI MPH KOXHOMY BBEHOEHHI Ipemapary
AJIBEMT 3ammucyBaTu nasmy i Homep cepii (naprii) NiKapceKoro 3aco0y a4 Toro mod MoxHa 6yao
TIPOCTi’KYBaTH 3B’ 430K MK peaxili€ro nanieHTa Ha Heit mikapcokwii 3aci6 3 neBHOI mapri.

imu
3acTepexeHHS Ta 3aX0aH Oe3NeKH A OiTeif He BIAPI3HAIOTHECA Bij TAKHX Ay Jop




3acmocysanns y nepiod eazimuocmi ma 200yeanusa 2pyooio.

Bnnur ¢axropa VIII Ha penpoiyKruBHICTE 1alOpaTOPHUX TBapMH He BHBYANH. Uepe3s HH3BKY
YacTOTy 3aXBOPIOBAHH: JKiHOK remodinielo A BiCYTHIl JOCRIZ CTOCOBHO 3aCTOCYBAaHHA (PaKTOpa
VIII nij 9ac BariTHOCTI i rOAyBaHHA TPYAIIO.

30amnicms ennueamu na weudkicmv peaxyii npu xepysawwi asmomparcnopmom abo inwuMu
MEXAHIIMAMU.
AJIBEMT He BnumMBa€ Ha 3AaTHICTE KEpyBaTH aBTOMOOLIEM ab0 IHITMMH MEXaHI3MaMH.

Crocib 3acmocysannus ma 003U,

JlixyBaHHA CIIiJ TOYHHATH IIiJ{ HAIJANOM JiKaps, AKHIi Ma€ XOCBiO B JIKyBaHHI reModimii, 3a
HAsBHOCTI peaHiMaLlifiHux YMOB 114 HeralfHoi JomoMory npu anadinakcii,

HosyBanns

Jo3ysaHHA | TpHBanmicTh 3aMiCHOI Teparii sanexurs Bia piBHs nediumty dakropa VII, micus i
MacmTadbiB KpoBOTEYi, a TAKOXK BiJ] KIIHIYHOTO CTAHY MAaIi€HTa.

Kinexicts opunuub dakropa VIII, 110 BBOAKTECS, BHPAXAEThCA B MiXKHAPONHHX oaMHMIX (MO)
3riHO 3 4YAHHAM cTanfaproM BOO3. Axrusaicts ¢hakropa VIII y muasmi BHpakacTecsa abo y
BifICOTKax (010 HOPMambHOI MoAchKol IuIasmMu), abo B MO (mono MiKHApOOHOTO CTaHAAPTY
¢axropa VIII y nnazmi).

1 mixkrapossa omuanng (MO) aktBHOCTI dakTopa VIII ekBiBaneHTHa KinskocTi dakropa VIII B 1
MJI HOPMAJTBHOT JIFOICHKOT ILTA3MH.

Jixyeanna npu neobxionocmi

Po3spaxyrok HeoOxiaHot 1o3u daxropa VIII Gasyerbes Ha eMIIPHYHMX Pe3yAbTAaTaX, BiTOBIAHO J0
sxux 1 MO daxropa VIII Ha kitorpaM MacH Tina migsuuye aktueHicTs ¢aktopa VIII Ha 2 MO/on
miasMi. HeobxinHa no3a BU3HAYAETHCA 32 HOPMYJIOH:

Kinvxicms eeedenux odunuys (MO) = maca minag X ovikyeane 3pocmanns paxmopa VI %) x 0,5

Y pasi HaCTYIHHMX reMopariunux BumajxiB ¢axrop VIII akTMBHOCTI He NOBHHEH OIYCKATHCS
HIDKYE TIEBHOTO PiBHA aKTHBHOCTI mnasMu (y % Big HopmansHux abo MO/mn) y BimosimHmii
nepiod. HipkdeHaBeaeHy TaGmuinio 2 MOXHA BHKOPHCTOBYBAaTH SK OPICHTHD y BHIIAAKAX KPOBOTEY i
IPH XipypriuHux yTpy4aHHAX.

Tabmnua 2.
Cxema fo3yBaHHA y BHIIaIKaX KPOBOTEH i IIPH XIPYPriuHKX yTPydYaHHAX
Cryninb KpoBoTeui/ tan| [lorpifHa mikoBa akTHEHICTs |YacToTa BBezeHua (rogun))  TPHUBATICTE
XipypriMHOro BTpy4aHH: taxropa VIII B kposi micia | Tepanil (8 gHsx)
ingysii (% abo MO/mm)
Panniit remaptpos, M’s3osa 2040 [MopToprofite in’ekuii koxai 1224 roguHu
KpoBOTE4a abo KpoBOTEYA B (Bin 8 no 24 rogMH naiicHTaM BIKOM A0 O
POTOBIi NOpOXHUHI. POKiB) IIPOTATOM LIoHaMMeRINE 1 HA, TOKH He

NpHNHAMTLCA KpoBoTeua abo He Oyne
IOCATHYTO 3aroHOBAHHSL

Iinsuiiennii remaprpos, M’ 13082 30-60 [Toeroproiite in'exuil koxui 12-24 roaunn
KpoBoreda a6o remaroma. (ein 8 70 24 roAuH nanieHTaM BikoM 70 6
pokis) npotarom 3—4 auis abo Gineiie, moxu
He OyxnyTs yoyHerI Gib UM HCAIE3AATHICTE.
3aTpo3IHBA JUIH KHTTA KPOBOTCYA. 60-100 IMorToproitTe in’exuil koxHi 8—24 roauuu (Big
8 a0 24 roamH nanicHTaM BikoM 10 6 pokie),
nokH #e Oy/e ycyHeHa 3arpo3a I JKHTTA.

XipypriuHe BTpyYaHHS
Hezunaune, B ToMy dncii 30-60 Koxni 24 ropunu (sig 12 ao 24 roaun
BHANeHHs 3y6iB naujenTaM BiKOM 00 6 pokiB) NpoTAroM
menwe 1 206, moxs He Gyne KocATEYTOS L
W e
3arolBaHHI. s

3HauHe 80-100 [MoBTopioiiTe in’ ekl koxkRi 824 Romuin (Big
(mepen onepaniew i nicng |6 0o 24 roaH manicHTaM BikoM :




onepatiii) 0 afeKBaTHOro 3aroloBanHs, qaml
nponoexyiite nikysanua. [Lonatimenine
OpCTATOM 7 THIB 1719 MATPHMKHE AKTHBHOCTI
taxropa VIII sig 30 % mo 60 % (MO/nn)

Ho3a i yacToTa BBefleHHs noBuHHI OyTH miAibpani BiANOBIZHO A0 KIIHiYHOT CHTYaUli B KOXKHOMY
KOHKpeTHOMY BHNaznky. IIpm nmeBHux obcraBmMHax (HANpPHKIAN, HasBHICTH iHTIGiTOpa 3 HHU3LKHM
THTPOM) MOk¢e OyTH HeoOXiaHO0 Giiblla K033, HDXX pO3paxoBaHo 3a HOPMYIIOI0.
Ilin gac Kypcy JNiKyBaHHS HOLiIbrO BU3HAYMTH piBHI ¢aktopa VII y nnjasmi. PexoMeHIyeTbea
KOHTPOJIFOBATH BBEIEHHA AO3M i YacTOTY HMOBTOPHHX iH eKUi#l. PeTembHMH KOHTPONL 3aMiCHOT
Tepanii 0co0IMBO BaXKIMBME y Bumankax MacmtabHol xipypriuHoi omeparmii. OkpeMi HamieHTH
MOXYTb BifipizHATHCA peakuniero 1o daxTtopa VIII, focsararoun pisEux piBHIB BiTHOBICHHA in vivo 3
Pi3HHMHE NepioaMK HaniBpo3razy.
Hpoginaxmuxa
Jns mpodinakTHKM KpoBOTE€Y Y NalieHTIB 3 reModinicio A NPOTATOM TPHBAJIOTO Iepiomy
3aCTOCOBYIOTE 1034 Biz 20 50 40 MO daxropa VIII Ha kinorpam mMacu Tija 3 inTepsanoM Bia 2 0 3
IIHIB.
Crocif 3acTocyBaHHs
AJIBEWT cnix BBOOUTH BHYTpIlIHEOBEHHO. IIIBHIKICTS BBEACHHS IOBHHHA OYTH KOHTPOJIBEOBAHOIKO
nns 3abe3neueHss koMbopTy manieHTa, MakcaMyM 10 Ma/xs.
PosyupaTn miodinmizoBaHdit mnpemapaT NOTPIOHO CTEpWIi30BaHOK BOAOK ANA iH eI 33
JOIOMOTOK0 IPHUCTPOIO IS PO3UMHCHI, AKMH BXOAWTh 0O KOMIUIEKTY. Po3uMH moeuHeH OyTH
YHCTHM, NIPO30PHM, Oe30apBHKM, BINBHHM Bif cTOpoHHIX AoMimok i matu pH Bix 6,7 mo 7,3. lna
BBEJIEHHA CJIiJi BAKOPUCTOBYBATH LINIPUL] 3 HAKOHEYHHKOM TUIy JTioep.
BuxopHcTaTH npenapar IpoTAroM 3 rofiMH micAs pO3YWHEHHS.
He oxomomxyBaTy npenapart nic/is po3dHHEHHS.
HesrkopucTanuii npenapat abo Biaxo 1 3HANATH Y BiJNIOBIAHOCTI 3 MICLIEBUMH ITPaBHIIAMH.
He suxopuctosysath npucrocysanis BAKCJDKEKT II, axmo cuctema crepunsHoro Gap’epa aGo
YNaKOBKA MalOTh O3HAKH YIIKOKEHHS.
Poszsedenna 3 npucmpoem BAKC/DKEKT 11
- Jnd po3BeJeHHS BHKOPHCTOBYIOTh TUILKH CTEpHII30BaHY BOAY [ iH’eKuiif, B ymakoBLi
nepen6aueHo MpUCTPilt 11 po3BEICHHS.
- He BuxopucroBysatn npuctpiiif BAKCIDKEKT II, sximo cucrema crepunssoro 6ap’epa abo
YTIAKOBKA ITOIIKOKEH] abo € iHIIi CTOpOHHI JedeKTH.
- IloTpi®bHO HOTPHMYBATHCH IIPABEIT ACETITUKH.
1. Slxmo mpenapar 36epirasca B XONONWILHHKY, BispMiTh mopomok AJBEHT i ¢naxonn 3
PO3YHHHHKOM 3 XONOAMIbHUKA i HeXalt BOHM JIOCSIHYTh KIMHATHOI TEMIEpaTypH
(6muzpko 15-25 °C).
2. PerensHO BUMMIATE PYKH 3 MHJIOM 1 TETIIO BOJIOIO.
3. 3HIMITh KPHIIEYKH 3 (PAAKOHIB 3 MOPOMIKOM Ta PO3UHHHHKOM.
4. OuncTiTe npoOKH 3a JIOTIOMOTOIO TAMIIOHIB 31 crMproM. ITocTaBTe (JIAKOHM Ha ILIACKY
TOBRCPXHIO.
5. 3HiMiTh 3aXMCHE NOKPHTTA 3 ynakoBku npucrocyBaHHs BAKCJ/DKEKT II, ue topkaiouuch
BMicTy yrmakoBku (Main. 1). He suiiMaiite BAKCIJKEKT II 3 ymakoBKd.
6. IleperepHiTh YIAaKOBKY i BCTaBTe NPO30pHI IUIACTHKOBHI 3yGens y MpoOKy ¢akoHa 3
PO3YHHHUKOM. Bi3bMiTh ynakoBKy 3a Kpaif i 3HiMITE ii 3 npuctocypanna BAKCIDKEKT II
(man. 2). He Bupansiite cuniit koenadok 3 npucrocypanaa BAKC/DKEKT I1.
7. Jlns po3BeAeHHA BMKOPUCTOBYIOTH TUIBKH CTEPHIILHY BOAY MIA iH €KUiH i mpucTpiii ans
PO3BEACHHA, BKIajneHud B ynakoBKy. [lepeRepHiTh cHMCTEMY 3 IIPHCTOCYBaHHA
BAKCJ/DKEKT II, mpuenHaHoro A0 ¢IakoHy 3 pO3UMHHMKOM Tak, W00 (GIakoH OnmMHHBCS

8. OGepexHo nepeMimaidTe 10 NOBHOTO PO34YMHEHHSA npenapaty. BnerHIThCH,
PO3YMHMBCA [OBHICTIO, iHAKIIE aKTMBHA pEYOBHHA He Tpoiine def




nprcTocyBaHHd. IIpenapar mMBHAKO pPO3UYMHACTHCA (3BHYAMHO MEHINE Hik 3a | XBWIHHY).
Ilicna po3BeneHHA PO3YHH MOBHHEH OYTH YHCTHH, IpO30pHI i BUIBHWH Bil CTOPOHHIX

JOMIITIOK.
Man. 1 Man. 2 Mam. 3
T A
| =1
s 1 1
i . - )
Bgedenus
JoTpHMy#ATECH IPABHI ACEIITHKH.

Jlikapceki 3acobH i1 MApEHTEPAJBHOTO 3aCTOCYBAHHA CHiJi MEPERIpATH HA HASBHICTH TBEPAMX
4yacTo4oK Oe3nocepeaHbO Nepel BUKOPHCTAHAAM, SKHIO 1€ J03BONA€E po39nH i (axoH. [ToTpibHo
38CTOCOBYBATH TiJILKH IPO30pHit i Ge36apBHMEA po3umH.,

1. 3mimite cuHiii xomadok 3 BAKCJDKEKT II. He mnaGupaiite nomirps y mnpHn.
IMpueanaiite mmpun go BAKCJDKEKT 11.

2. TeperepHiTh cucTeMy (dhnakoH 3 KOHIEHTpaToM Mae OyTH 3Repxy). Habepith koHUEHTpaT y
MITPHI], TOBLIEHO MOTATHYBIIH HOPIIEHb.

3. Bip’enquaiite mnpun.

4, TlpuenuaiiTe METEIHMK rOIKH A0 mmpHia. Beeaits BHyTpimuboBeHHO. IIpenapar moxHa
BBOAMTH 3i mBuakicTio He Hinepme 10 mu 3a xBunmuy. Ilepex Ta nin yac BBegeHHS
npenapary AJIBEUT 1tpe6a summipoBarm wacToTy nyiscy. MOXInBe CyTTeEBe
MiJIBHINEHHS YACTOTH MYJbCY, L0 3BHYAAHO [IBHAKCO MHHAE IPH 3HMMKEHHI MBHAKOCTI
BBEJIEHHA 400 THMYACOBOMY NEpPEpUBAHHL iH’ €KITiT.

3 mikpobionorigHol TOYKM 30py, Micad po3BEACHHA Npemapar il BUKOpHCTaTH HeraiiHo. IIpote
Oyna mpoaeMOHCTpOBaHa XiMidHa Ta ¢isndaHa crabinbHICTE NiKapehbKoro 3aco0y micid BiZKPHTTA
YIIAKOBKH TIPOTATOM 3 roiHH NpH TeMnepatypi 25 °C.

Brniponorx TepMiHy TTpMAZTHOCTI MpenapaT moxe 30epiratvcs Npu KiMHaATHIH Temnepatypi (no 25
°C) npoTaToM OJHOTO TIEpiOAy, IO He MEpeBMIIye & MicdlliB. 3aBeplIeHHA TepMiHy 6 Micalie
30epiranHd TpH KiMHATHill TeMmepaTypi MOBMHHO OyTH BigMiueHO Ha KapTOHHili ymakoBwLi
nikapebkoro 3acody. IIpemapat He MOXKHa [OBEPTATH IO XOIOLWILHUKA 3HOBY.

Himu,

3acrepexeHHs Ta 3axo;qM Oezmekw anma pited (mo 18 pokiB) He BimpizHAIOTBCA Bif TaKHX A
IOpocJMX. Y malieHTiB BikoM Bia 6 pokiB ans nmpogilakTHKH 3acTOCOBYIOTE Ro3ud Bia 20 no 50 MO
taxropa VIIT Ha kimorpaM Macu Tina Bif 3 A0 4 pasiB Ha TIDKAEHD.

ITepedozysanns.
HeMmae moBiioMiIeHb PO CHMITOMM NEPEAO3YBAHHA NIPETIAPATY.

Hobiuni peaxuii.
Kniniuni BunpofyeanHsa Jikapcbkoro 3acofy Bkmodamd 418 pocnimkeHb OJHOPasoOBOroO
3aCTOCYBARHs Tikapchkoro 3acobyAJIBEMT iz mpossom 93 mobiunmx peakniif. Uacti HebGaxani
nobivni peaxnil BKIOYANH PO3BUTOK HEHTpamisytodMxX aHTHTLI Ao daxropa VIII (iHribiTopis),
rojoBHHiA 6inb i THXOMAaHKY.

lnepuyrnueicte abo ameprivbi peaknii (o MOXyTh BKMouaTH Habpsak Ksinke,
noYepBOHIHHA B Micui iHdy3ii, 03000, moYepBOHiHHA, TreHepallizoBaHy KpOIMB’ AHKY
Ginb, KpONHB AHKY, I'ilOTEH3il0, JIeTaprivo, HyAOTYy, HCCIIOKilH, Taxikapiilo, BawmkkicH
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ONIOBaHHA, XPHITK) CIOCTCPIramucs piko, Y JeAKHX BHIAAKAX BOHH IPOTPECYBAIH IO TOCTPOI

aHadigakcii (BKIIOUAIOYH IIOK).

V pasi nosBu aHTHTLI A0 Oinka Mumi abo XOM’SYKa MOXKYTh CIIOCTECpIraTHCH CYITYyTHI peakiii

rillep4YyTIHBOCTI.

VY nauieHTiB 3 remodiniero A MOXyTbh pO3BHHYTHCA HEHTpanisyro4i aHTHTiNIA — iHribiTopn dakTopa
VIII. Skmo BUHUKAKOTE TaKi inriGiTopH, KniHiyHa peakiis He Oyle JOCTATHROKW. Y TaKHX BHMaKax
PCKOMEHAYETLCS 3B’ 3aTHCE 13 CICiaANi30BaHHAM IIEHTPOM reModinii.
YacTora po3BATKY NOOIYHMX peakilili y KIHIYHAX TOCHiKeHHAX Ta Y micIspeecTpaniiinuii nepion

HaBeJieHa HIK4Ye y TaldIuIi.

Kputepii oninky 4acTOTH po3BMTKY NobiuHoi peakilii mpemapary: ayxe dacto (=1/10); gacto (>
1/100 go < 1/10); newacto (> 1/1000 mo < 1/100); pizko (= 1/10000 mo < 1/1000); myxe piaxo (<
1/10000); repizoMo (He MOxe OYTH BCTAHOBJICHA 3 HAABHHUX AaHHX).

CucTema oprasis [IpioputeTHuii TepMin Yacrora®
Indrexmii I'pun HEJacTo
JlapuHriT HEYacTo
Jlimbaurir HCYACTO
Poznagu iMyHHOT CHCTEMH AnadinakTHdHa peakuis HEYacTo
TTiABHILIEHA IYTIHBICTE HEBiTOMO
Posnani BepBoOBOi CHCTEMHA T'onosuzii 6ink 4acTo
3anaMopoueHHs 4acTo
Ioripmenus nam’ari HEYacTo
TpeMop HEYacTo
Mirpess HEYACTO
Jucrepsis HEYacTo
TopyleHHS 30pY 3amaneHHa o4eit HEYJACTO
CynmuHHi posmamu I'emaToma HEYacTo
TTpumMe KpoRi A0 o0mrais HEYacTo
Baigicts HEYacTo
PecnipaTopHi, TopakajbHi i 3apuika HeJacTo
MeZiacTHHaNBHI po3Tagu
I1yHKOBO-KHIIKOBI po3nagd Hiapes HEYACTO
Boi y BepxHili 4acTHHI XHBOTa HEYacTo
Hynora HEYacTo
bmoBaHHa HEYacTo
YpaxkeHHA MKipH i MiOWKipaEOT Crepbixk HEYacTo
TKaHVHH Bucun HEYACTO
Timeprinpos HEYACTO
IlemomkoBuii fepMaTHT HEYACTO
3araneHi po3nanu Ta ypakenns micis | Iineprepmis 4acTo
BBEJECHHS Iepudepiiinuii Habpak HEJacTo
bins y rpygax HEYacTo
3acTyza HEYacTo
TMorane caMonoIyTTH HEJaCcTOo
Broma HEBiZTOMO
JuckoMdopr HEBiZIOMO
JlaGopaTopHi MOKa3HHKH TTo3WTHBHKI aHAT3 HA AHTHTINA IO 4acTo
¢paxtopa VIII®
Ilinpumennit pieeHs alaHiH- HEYacTo
aMiHoTpaHchepasn
3}&1@&}1»):171 piBeHE (aKTOpa KoaryJmii
v




ITipgpmuesmil reMaToOKpHT HEYACTO
ITorani pe3yarTartd JabOpaTOPHHX aHATI3IB HEYaCcTO

TpaBMmu, OTpyeHHS i TPOLIEAYPHI IicasmponenypHi yekIaaHeHHS HEYacTO
yCKIagHEHHSA ITicnsmpoueaypra KpoBoTeda HEYacTo
Peakuis y mMicHi BREAHHHEA HEYACTO

2 PozpaxoBaHO Ha OCHORI 3aransHOT KUTEKOCTi XBODHX, AKi orpuMyeamn AJJIBEMT (418).

® Hecnogirane sumwkenns piEa daxropa VIII 3ropTaHns KpoBi BinSynocs y ONHOTO IAIliEHTA IiA 4ac
GesnepeprHol ingysii npemapaty AJIBEWT micns onepauifimoro BTpydamms (micna 10-14 amis). Bys
HiITPUMYIOYHIi reMOcTa3 Bech Hac y Liei nmepion, i pieHi daxropa VIII y nmnasmi Ta kiipeHc noBepHy:1HCcS A0
BIATIOBiIHAX 3HaYeHb Ha 15-# meHs micns onepanii. Ananiz inriditopa dakropa VIII 6ye npoBenenuii micns
3aBepmIeHHA BeanepepBHOT iHQY31T, | pe3ynbTaTH NOCTiIKeHHS OYIH HEraTHBHAMMA.

‘ITobiuni peaxilii, omMcaHi y po3mini HHXKHeE.

Onuc oxpemux nobisnux peaxyii

Pozeumox inzibimopis

PosBurok iHribiTopis crrocrepiraBcd y Mali€HTIB, SKi NOMEpeAHEO IIPOXOMIH JIKYBaHHS 1 ¥ THX,
Mo He OTPHMYBATHM JNiKyBaHHAS. JeTamrHO MWBHCE po3dimd «®PapMakonoridmi BIACTHROCTI»,
«OcobmaBocT! 3acTOCYBaHHAY, «IIPOTHIIOKA3aHENY.

Hebaxcani nobiyni peaxyii 0o 3anuwixis 6i0 eupobruwozo npoyecy

V 229 narieHTiB, 0 NPOXOAWIIA TIKYBAHHA, JOCIKYBaIA HAABHICTh aHTUTLI 0 OiIKOBHX KIITHH
kuTaiicekoro xoM’saka (CHO): 3 mariedTH DoKa3any CTAaTHYHO 3HAYYIY TEHACHIIIO B THTPAX, ¥ 4
nanienTie Oymm cTifiki mikm abo mepeximHuil MiKOBWH MOTEHOIaN, i | namieHT Map OJHOYACHO
00HIBa MOKAZHMKHY, aJle JKOAHAX KIHITHHX CHMITOMIB. 3 229 manieHTiB, gki 6yIH NepeBipeH] Ha
aATATUIA no Mumawmx IgG, 10 noxasama craTHYHO 3HAYYMY TEHICHINO A0 3pOcTaHHA, 2
IPOAEMOHCTPYBANH cTifikmil mik abo mepeximauit mikopmii moTeHnian i 1 mamicHT MaB OXHOYACHO
06uIBa MOKA3HUKH. 4 HALlIEHTH IOBITOMMIIM PO OKPEMi BHIIAIKH KPOIIME’ THKH, CBepODhK, BHCHIH i
Je1no HiTBMNICHY KUILKICTh €03MHOGIIIB IIPH HOBTOPHUX 3aCTOCYBAHHAIX JIIKAPCHEKOTO 3acoby.
linepuymaueicme

Anepriuauit THI peakiiif BTodae aHabinaKciio 1 IPOABILETECS 3aIaMOPOYEHHAM, TAPACTE3AMH,
BHCHIIOM, HOYEPBOHIHHAM, HAOPAKOM 0OIHIUs, cBEpOEKEM.

Himu

OxpimM yTBOpeEHs iHTiGiTOpiE y AiTelf, MO paHimle He OTPHMYBAlH JIIKYBaHHA, Ta YCKJIaITHEHD
IOB’S3aHAX 3 KaTeTepH3alicto, He BHABIEHO BiAMiHHOCTEH Yy noliuHux peakuiix, ski Oyiam
BijI3Ha4eH] B KIIHIYHAX JOCTIIKEHHAX.

Tepmin npudamuocmi.
2 poka.
PosmianuK (Boma M4 iH’eKii) -- 5 pokis.

Ymorn 30epiranns.

36epiratu npa Temneparypi Big 2 go 8 °C. He 3amopoxyearua! 36epiraTu B OpuriHaIbHilA yIaKoBITi
3 METOIO 3aXHCTY Bif CRIiTNA.

36epiraTu y HeZOCTYIHOMY JI4 AiTeil Micmi.

Hecymicnicmsp
3a BiICYTHOCTL JaHHX INOAO CYMIiCHOCTI NpemapaT He CJIi 3MIOYBaTH 3 iHIIMMH JiKapCHKHMH

sacobamu abo po3UMHHHKAMM.

VYHnakoBka.

Kareropin Biqmycky.




3a penenToM.

Bupobnnak.
Baxcanra Benmxiym Marydektypiar CA.

Micnoe3naxoskeHAs BAPOOHHKA Ta iioro agpeca Micls NpoBaKeHHES NifILHOCTI
ByneBap Pene Bpankya 80, Jleccin, 7860, beria.

JaTa ocTAaHHLOTO Mepersay.






