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Craao:

0104 Pe4o6iHa: HOHAKOT raMmMma*;

| h1akoH 3 MOPOLIKOM MICTHTB:

250 MO** pexombinanTHoro akropa koaryasuii kposi moanun IX (pJIHK), HOHAKOry ramma, mo
nicis posseaeHHs cTaHoBUTE 50 MO/M1 HOHAKOTY raMMa;

500 MO** pexomOinanTHOro (aktopa Koaryasuii kposi moamun IX (pJHK), HOHAKOI'y ramMma, 1o
nicas po3eaenHs ctaHoBuTk 100 MO/Ma HoHaKoTy ramMma:

1000 MO** pexomGinanThoro (axkropa koarymsuii kposi aoamun IX (pJAHK), HOHakory ravma, o
MICs PO3BeAeHHS cTaHoBHTE 200 MO/Ma HOHAKOTY ramMma;

2000 MO** pekombinanTHoro (axtopa koarymsuii kposi mwoamnn IX (p/IHK), HoHakory ramma. mo
MiC/s PO3BeAeHHs cTaHOBHTH 400 MO/M1 HOHAKOTY ramMMa;

3000 MO** pekomOinaHTHOro (axktopa Koaryasuii kposi mromman X (pAHK), HoHakory ramma, 1o
mics po3BeaeHHs CTaHOBUTE 600 MO/MA HOHAKOTY raMMa:

* Homaxor ramma (pexomGinantnuii daxtop sropraHns kposi IX (pAHK)) — ue ounwmeHuii
OZHONAHUIOrOBHIT raiIKOnMpoTeiH, wo MicTuTe 415 aMmiHOKHCHOT. BiH BHrOTOBISETHCS  LLUISXOM
3aCTOCYBaHHs TeXHOO0rii pexomOiHanTHHX JIHK Ha 7iHii KTITHH S€4HIKA KHTAHCBKOTO XOM'SKA.

** Axturicth (MO) BH3HAYAETBCH METOIOM OJHOCTATIIHOIO aHaaisy (akToOpiB 3rOPTAHHSI KPOBI
€sponeiicbkoi Papmakonei. Cneundiuna aktisricTs npenapary PIKCYBIC ctaHOBHTS npubansuo 200-
390 MO/wmr 6inka.

| paKoH 3 PO3YHHHMKOM MICTHTB: BOAM A8l iH €KUiii 5 M.

OONOMINCHI peyosunu. L-TICTHAMH, HATPIKO XJ0PHA, KAIbUIK XJIOPHA, MAHITON, Caxaposa, nosaicopoar
30,

Jikapcebka dpopma. [TopoiIok Ta po3uNHHNK 118 PO3UHHY 18 iH €Ki,
OcHoGui ¢hisuko-ximivni cracmuéocmi: nopowok — 6izoro abo Mmaiike 6i10ro KOIbOPY. PO3UYHHHHK —
npo3opHii 1 6e30apBHItii.

DapMakoTepaneBTHUHA rpyna. AHTHreMopariuxi 3aco0u. DaKTOp KOAry il KPoBi
Koa ATX. B02B D04.

e
Hp KO
1 gion?




PapmMaKo.JI0rivHi BIACTHBOCTI.
dapyuakodunavixa.

[Mpemapar PIKCYBIC mictuts pexomOitoBanuii hakTop koary:suii kposi IX (HOHAKOT ramma). daxTop
IX € 01HO1aHUOTOBHM MITIOKOMPOTEIHOM 3 MO:IEKYISPHOK MACOK npubmisHo 68 000 naasToHIB. Bid €
BitamiH K-3anexsum GakToOpoM 3TOPTAHHS KPOBI T4 YTBOPIOETHCS V MEUiHL. ®axtop IX akTuByeThCH 32
yuacTio (aktopa Xla y BHyTpiwmiii cucTemi koaryasuii Ta kommmekcy daktopa VIITKaHMHHOMO
(haktopa y 30BHimIHii crcTemi koarymsuil. AxTnsoBanmii aktop [X pas’oM 3 akTHBOBAHUM (hakToOpom
VII akrusye dakrop X. Aktuposaunii daxktop X mneperoproe mpoTpomMbiH y tpoMOin. [Ticas usoro
TpomOiH nepeTBopioe Bhibpunoren y Gidpuu, B pesyabTati 4oro YTBOPHOETBHCS TPOMO.

lemodinis B mos’si3aHa 31 CTaTTiO, BPOIKEHA MATOIOTIS CHCTEMM 3rOPTAHHA KPOBI, MI0 BHHHKAE
BHAC/TIIOK 3HHEHHX piBHIB (akTopa IX Ta cnpuumnuse npodysHy KPOBOTEUY Yy CYIII00M, M'S3H uM
BHYTPIIUIHI OPraHH CHOHTAHHO a0 B Pesy/bTaTi BHNAAKOBOI uM XIpypriuHoi TpasMu. 3amicHa Tepanis
A03BOISE MIABHIWMTH piBeHb (aktopa IX y nmaasmi KpoBi if. TakuM 4HHOM, sabesneuye THMuAacoBe
BHMpPABIeHHs AediunTy GaKTopa i 3ymiHsI€ TEHACHUIK PO3BUTKY KPOBOTEY.

Kniniuxa edexTusHicTs T2 Oe3nexa.

[IpodinakTika | KOHTPOIb KPOBOTEYi V mauieHTiB BikoM |2 DOKiB i cTapuie. siki paHimie npoxomuii
JIKVBAHHS.

Edexmusuicte  npenapaty PIKCYBIC ouiHioBaZoch B pamMKkax —HEKOHTPOIbOBAHO! — HACTHHI
KOMOIHOBAHOr0O A0CHI/KEHHS BIAKPUTOro Tuny dasn 1/3, B X0ai SK0ro nauieHTH KOTOPTH 3araiibHOK
KibKICTIO 73 4omoBikn Bikom 12-59 pokis. siki pawiuie MPOXOANIN JIKYBAHHA, OTPHMYBAIH Mpenapar
PIKCVYBIC ans npodinaktikn Ta/abo ams aikysawHs enisonis kposoteui "mpm Heodxiamocti”. Vei
MAIEHTH Maan Tsokky Gopmy (piBenb paktopa IX < 1%) abo momipHO TsKKY dopmy (piBens dakropa
IX < 2%) remodinii B. IT'ataecst 1eB'sTh TakuX NauieHTIB OTPHMYBATH npenapar PIKCVBIC aas
npodinaktuky. [ani BIA M'STAECATH LWeCTH NauieHTiB, SKi OTPHMYBATI npenapat PIKCVYBIC, sk
MIHIMYM, TIPOTSTOM 3-X MicsliB, OyIm BKIHOYEHI 10 MACHBY AaHHX. NPH3HAYEHHX U1l OLIHKH
epexTuBHOCTI npodinakTukn. Lle 14 nauientis orpumysann npenapar PIKCYBIC muure nis JIKYBaHHS
eni3oais kposoteui. [TauienTn kKoropTu nikyBauHs "npu HeoOXiaHOCTI" NOBHHHI Oyau MaTH npuHaiiMHi
12 10KYMEHTAIbHO MIATBEPAKEHHX eMi301iB KPOBOTEHi, O BUMAraau MIKyBaHHS, MPOTSAroM 12 micsiuis
Mepea 3a7yueHHsIM 10 y4acti y aocaiakeHHi. CepeaHsi TPHBANICTh JiKYBAHHS MALIEHTIB KOropTu
nikyerauHg "npu HeobxianocT" cranosmaa 3.5+ 1.00 wicauis (memiana: 3.4; alanasod: Bia 1.2 1o 5.1
MICSLIB), CepeaHsi 3arajbHa 4acTOTa BHMAIKIB KPOBOTEUi MO pokax (anra. "annualised bleeding rate”,
ckop. "ABR") cranosnaa 33,9 = 17,37 3 meaianoo 27.0 Ta aianazonom Bix 12.9 10 73.1.

Meniava ABR npu npodinakThui mwiasxom 3actocyBaHHs npenapaty PIKCVYBIC aas ycix kposoteu
CTaHoBHIA 2.0, 17151 CIOHTAHHUX KpoBoTeu — 0,0 Ta A79 KpoBOTeu y cyrnobax — 0.0. V 24-x mauieHtis
(42.9%) kpoBoTeu He Gy0.

B uinomy, 249 enisoaiB kpoBoTeui 6y:11 NPOTIKOBAHI LLIAXOM sactocysanHs npenapaty PIKCVBIC, |

3 KX Oyam KpOBOTeuOKW y cyraobax Ta 52 — KpOBOTEHOK mo3a cyraodamu (y M'SKHX TKAHHHAX, Y
M'S3aX, y MOPOKHHHI Tifa, y BHYTpilHbOuepenHiii mopoxHuui Ta iHumri). I3 sarany 249 enizoais
KpoBoTeul, 163 kposoTeui Sy MOMIPHOro CTymeHs TSKKOCTI, 71 — He3HAuUHMMK Ta 15 — cepiio3HUMH,
JlikyBaHHs NPOBOAMIOCS i3 BPAXYBAHHAM IHIHBIAYATBHUX 0COOIHBOCTEl KOMKHOrO OKPEMOro mauieHTa,
BUXOIS4H 31 CTYNEHs TS/KKOCTI, MPHYMHI | MiCUS PO3TaLIyBaHHS KPOBOTeYi. BiaburicTs (211 emizoais:
84,7%) 3 249 eni3oniB KPoBOTeui BHTIKOBYBamHCS |-2 Hdysiamu. emMocTaTiyHa epeKTHBHICTD LOI0
3YMHUHEHHs KPOBOTeYl OUIHIOBATACH SIK BiAMIHHA abo BHCOKAa y 96% ycix nponxoaamjx/gm
KpOBOTEHI.

[IpodinakTuka i KOHTPOIL KPOBOTEHI V MALIEHTIB BikoM Mozoame |2 pPokiB. Ski DaH'
TIIKYBAHHS. i’




Edexrnsricte npenapary PIKCYBIC ouinroBazack B pamkax KoMOiHOBAHOrO 10CmizKeHHs dasu 2/3, B
X011 KO0 MALIEHTH KOrOPTH 3araibHOK KiTBKICTIO 23 nauiedta sikom 1.8-11.8 (Me1laHa BIKY:
7,10 pokiB), siKi paniwe npoxoann AikyBaHHs. 3 |1 nauieHTamu BIKOM MO07LIe 6 POKIB OTPHMYBAIH
npenapat PIKCYBIC ans npodinaktuky i KOHTPOIKO emizoais KposoTeui. Yci mauieHTH Masn TSKKY
(piBens paxropa IX < 1%) abo momipHo TskKy (pisens daxtopa IX < 2%) dopmy remodinii B. Yei 23
MALIEHTa OTPUMYBATH MpodinakTiuse ikysakHs npenapatom PIKCYBIC. sk MiHimyw, npoTarom 3
MICALIB 1 iXHI TaHi OymM BKIIOUEHI 10 MAacHBY JaHMX, NPH3HAYEHHX 118 OLIHKH e(heKTHBHOCTI
NpopLIaKTHKY,

Mexniana ABR cranosnaa 2,0, ans cnionTassux kposorey — 0,0 Ta amst KpoBoTeu y cyriaodax — 0,0,

Y aes'sTn nauieHTis (39.1%) kpoBoTeui He Gyno.

B uiromy, 26 enizoais kposoteui Symn npoaikosani npenapatom PIKCYBIC, 23 3 sikinx Gyan Hacmiakom
TPaBMH, 2 — CTIOHTAHHUMH Ta | — HEBIAOMOTrO NOXOMKEHHS. |9 KpoBOTeY Sy/IH M03a MeKaMH CYri00iB (y
M'SKHX TKaHHHAX, Y M'S33X, Y MOPOKHHHI Tina, y BHYTpilIHbOUEperHiii MOPOKHHHI Ta iHWI) Ta 7 —
KpOBOTEUaMH y Cyrao0ax, OanH 3 sKuX OyB KPOBOTEUOK Yy Cyra000Bi-MimeHi. I3 sarageHix 26-u
enizoais KposoTeui, |5 emisoxiB Oyan HesHauHnMu, 9 — NOMIPHOI TSKKOCTI Ta 2 — cepiiosHUMIL.
JlikyBaHHs MPOBOANIOCH i3 BPAXYBAHHAM IHAMBIAYATbHUX OCOOIHBOCTE KOKHOIO OKpeMOro nauieHTa,
BIHXOSIMH 31 CTYMEHs TSUKKOCTI, MPHUMHM | MicUs po3TaliyBaHHs kposoTeui. Bimsmwicts (23: 88.5%)
BILTIKOBYBatHCS |-2 iHdysiamu. [emocTaTyHa eeKTHBHICTS OO 3yMHHEHHS KPOBOTEY] OLIHIOBAIACS
SIK BIAMIHHA a0 BHCOKA Y 96,2% yCiX mPOIIKOBAHKX €Ni301iB KPOBOTEYi.

[lepionepauiiiHe JikyBaHHS.

besneka Ta edextusnicts npenapary PIKCVBIC B ymoBax nepionepauiiiHoro TiKyBaHHS OLIHIOBATICS B
paMkax 0araToOLEHTPOBOro MPOCNEKTHBHOIO BIAKPHTOrO THIY HEKOHTPOIbOBAHOTO A0CTI/KEHHS tazn 3
HA KOTOPTI YOIIOBIKIB 3 TSKKOK | MOMIPHOT TsKKOCTI reModinieo B, 1o pauiie npoxommmn nikyBaHHs.,
AHam3 eeKTHBHOCTI 32 NPOTOKOIOM OXOMIKO€E 37 XIpypriuHnx onepauiii, npoBeseHix Ha 27 nauieHTax
BikoM Bia 17 10 57 pokiB, siki npoxoauau cepiiozHe abo He3HauHe XIpypriuHe, CTOMarTo/0riuHe
BTPYuaHHs a00 IHWe XipypriuHe iuBasiline BTpyuanHs. JlBaiusTe onepauiii Gymm cepiio3HiIM,
BKITIOUAIOUH 13 OpTOMEAMYHMX BTPYYaHb i 3 CTOMATONONIUHMX Xipypriuunx BTpyuasus. 17 onepauii,
Brmouaroun 10 npouenyp 3 BualteHHs 3y0is, BBakamucs HesHadHumi. TlauieHTH, sKkuM poGmHmn
CepiiosHi omepauii, noBuuHi Gy;n npoiiTH ouiHKy hapmakokiveTukyn (PK). Vei nauientn orpumysain
A03Y 3 BPAXyBAHHAM OCTAHHIX JaHHX NOETATHOTO MPHUPOCTY BIAHOB/IEHHS PIBH3 aKTHBHOCTI (akTopa IX.
PekomeHa0oBaHa mouaTkoBa 103a mnpuiiomy npenapaty PIKCVBIC nosuuHa Oyna 3abe3neunTtH
30epeskeHHs akTHBHOCTI (aktopa IX npotsirom onepauii Ha pigai 80-100% MpH MPOBEIEHH] Cepiio3HIX
XIpYpPriuHiX BTPyuamb i Ha pisHi 30-60% npu npoBeaeHHI He3HAUHHX Omepauiii. Ipenapat PIKCYBIC
BBOAM/IH LIASAXOM 00THOCHOT iH(Y3I.

[TpoTsirom ycboro nepioay 10c¢1iskeHHs 3a6e3neuysasach MiATPUMKA reMOCTasy.

Dapyvaroxinemura

[auienTn Bikom |12 pokiB i cTapuie. AKi paHiuie MPOXOINIH TiKYBAHHS'
PannomizoBane ciine KOHTPONbOBAaHE mMepexpecHe JOCTILKEHHS (APMAKOKIHETHKH mpenapary
PIKCYBIC 1 komnapatopa 6y10 mpoBeaeHO Ha KOTopTi u0:10BikiB Ge3 kposoTteui (Bikom 15 POKIB i
CTapuie) B paMKaX UEHTPAILHOTO KOMOIHOBaHOTO AocaimkenHs hasu 1/3. TauienTn oTpiMyBamm Toii un
IHUIIT MpenapaT 01HOPa30BO0 BHYTPILIHBOBEHHOW0 iHdY3icio. Cepenns (= CTAHJAPTHE BIAXWIEHHS) Ta
menianHa 1o3a npenapary PIKCVBIC y macuBi aaHnx aHanizy 3a mpoTokoiaom (n=25) CTaHOBHIIH
BIANOBIAHO 74,69 =2 37 ta 74.25 MO/kr 3 manasonou Bl.:l 71,27 10 79,38 MOfur tbapm

KPOBI, OTPHMAHHX MPOTATOM NMepioay 10 72 roauH micas KOKHOI 1H V311




Ouinka ¢apmakokinetukn npenapary PIKCYBIC 6yia nosTopeHa B X0li  BIIKPHTOrO THITY
HEKOHTPOIBOBAHOIO JOCHIIKEHHS Ha KOropTi 4YOMOBIKIB, SKI Opain ywacth vy MOYATKOBOMY
nepexpecHomy aociiakesni @K npenapary 1 siki npoxoamin npodinaktaky npenapatom PIKCVBIC
npoTsaroM 26 =1 THKHIB (CEPeaHE = CTAHIAPTHE BIJIXHIEHHS) 13 CyMapHUM nepiogoM mpHiioMy
npenapaty PIKCYBIC npunaiivui 30 auis. Tianazon 103 npenapaty PIKCYBIC. wo 6ymu 3acTocosani B
X011 TOBTOPHOTO A0CTIKEHHS HOro hapMaKOKIHETHKI, CTaHOBHB Bia 64.48 10 79.18 MO/kr (n = 23).
Hixue y Tabnuui HaseneHi (apMakoKiHeTHUHI NapaMeTpH B YCiX MAHI€HTIB. 1aHi AKUX GYI0 MOKIHBO
OLIHHTH (aHAMI3 32 MPOTOKOIOM).

Mapamerp PIKCVYBIC PIKCYBIC
[TouaTkoBe nepexpecue [ToBTOpHa ouinKa
A0CTiKEHHS (N=23)
(N=25)

AUC .72 105 (MO + roa./an)* 1067,81+£238.42 1156,15+259,44

CepenHe + cTanzapTHe BiAXHICHHS [108,35 (696.07-1571.16) | 1170.26 (753.85-1626.81)

MeniaHa (aianasoH)

[TpupicT BiAHOBICHHS piBHS 0,87+0,22 0,95+0,25

akTHBHOCTI MpH C e 0.88 (0.53-1.33) 0,93 (0,52-1,38)

(MO/a1:MO/kr)°
Cepenane £ cTaHAAPTHE BIAXMICHHS
Meaiana (aianasos)

[Tepioa nanispo3snaay (roa.) 26,70£9,55 25.36=6.86
Cepenne + cTaHaapTHe BIAXIIEHHS 24,58 (15.83-52,34) 24,59 (16,24-42.20)
Meniana (aianason)

C pnax (MO/am) 66,22+15.80 72,75%19,73
CepenHe + cTanaapTHe BiAXHIICHHS 68,10 (41,70-100,30) 72.40 (38.50-106,30)
Meniana (aianasox)

Cepenniii yac yTpiMaHHs B Oprasismi 30,82+7,26 29 88+4.16
(roa.) 2893 (22.25-47.78) 29,04 (21,32-37,52)

Cepeane = crangapTHe BiAXHIEHHS
Meniana (niana3oH)

V* (an/xr) 2.02+0.77 1,79=0,45
CepenHe + cTaHIapTHE BIAXHICHHS 1,72 (1,10-3,94) 1,74 (1.12-2,72)
Meniana (ziana3oH)

Knipenc (aa/kr * ron.) 0,0644=+0,0133 0.0602+0.0146
Cepenxe + cTaHaapTHE BIAXHIICHHS 0,0622 (0,0426-0,0912) 0.0576 (0.0413-0.0945)

Meaiana (aianason)

’ Hwoma MiA KpHBOK "Nja3sMoBa KOHUEHTpauis-uac” yepes 0-72 roanuy micas 1HQV3IT.
Po&paxoaano K nokasHUK Cax axtopa IX mepea mouatkom JiKyBaHHS, noaineHuii Ha 103y B
oauunsIX MO/kr, ae Cyux — MAKCHMATBHHIT MOKA3HIK BUMIPIOBAHHS AKTHBHOCTI taxTopa IX micas
iHpy3iT.

“Ob'em poano:niny B CTaﬁi':bHowy craﬂi




JeHb NIKYBAHHS, HA JAE€Hb BIABLAYBAHHS HHMH aikaps Ha 5, 13 Ta 26-if THKAEHB | B MOMEHT 3aBeplIeHHs
AocaiakeHHs a00 NMPHIHHEHHS y4acTl y NOCIIKEHHI, KO BiH He 30IracThes 3 4acom BIIBIIVBAHHS
nikaps Ha 26-if Twkiens. OTpiMai JaHi CBiIuaTh, WO MOETAMHMII MPHPICT BiIHOBIEHHS pIBHS
AKTHBHOCTI MPOTATOM BCHOIO Yacy € CTA0IIBHUM (1MB. TAOIMILIO HiTKYe),

1-it 1enn 5-it 13-i1 26-i Jlenn
AIKYBAHHA | THAIEHb | THAIEHb | THAICHL | 3ABePIICHHSN
(N=173) (N=T1) (N =68) (N =355) /
NPHITHHEHH S
A0CTIAKEHH
a
(N=23)
[Tpupict BinHoBneHHs akTuBHOCTI | 0,79+0.20 | 0,83=0.21 | 0.85£0,25 | 0,89+0.]12 0,87+0,20
uepes 30 xB. nicas H}ys3ii 0,78 0,79 0,83 0.88 0,89
(MO/a3a:MO/kr)" (0.26-1.35) | (0.46- (0.14- (0,52- (0,52-1,32)
Cepeane + craniaprhe [.48) 1.47) 1.29)
BIAXUJIEHHS
Menaiana (aiana3ox)

_“_P63paxosano AK TOKA3HHK C_x.,:[,, cbam*opaﬁ nepea N0YaTKOM JIKYBAHHS, noxinexuii Ha 103y B
oanHnuax MO/kr, ne Cig v — NOKA3HHK BUMIPIOBAHHS aKTHBHOCTI hakTopa IX depe3 30 XBHINHH Mic/s
1HD Y311,

® Slkwmo He 36iraeThes 3 yacom BIABIAYBAHHS JiKaps HA 26-if THAKIEHb.

HauienTn neaiarpiysoro npodino (ki paHiue Npoxoanayn JiKyBaHHS, BIKOM Moioaiue 12 pokis)

B pamkax komGiHOBaHOro nociimkeHHs (asu 2/3 HA KOTOPTI NALEHTIB NETATPHYHOrO npodiao Oyr0
MPOBEICHO NMO4ATKOBY OUIHKY (hapmakokiHeTiki npenapaty PIKCVBIC B yeix 23-X nauieHTis 4010Biyoi
crari B cTaul 6e3 kposoteui. 11106 3Hu3HTH ANCKOM(OPT Bia ¥acTOro BiAGOPY MPod KPOBI Y KOKHOTO
OKPeMOro MaUieHTa, iX Oy710 pPaHIOMI30BAHUM UHHOM PO3MOALIEHO MO ABOX TIPYMax 3 Pi3HOK
MOC/IIA0BHICTIO BinOOpy mpob kposi. CepeaHs 103a (= CTaHAapTHE BIAXWIEHHS) Ta MediaHa 103H
npenapary PIKCYBIC y nosHomMy mMaciBl aaHux aHanisy (n = 23) ctaHOBHAM BiANOBiaHO 75.50 = 3.016
T2 75.25 MO/kr 3 aianasonom 8ia 70,0 10 83.6 MO/kr. dapMaKOKiHETHYHI MapaMeTPH PO3PaxoBYBAIHCS
Ha OCHOBI MOKA3HHKIB BHMIPIOBAHHS akTiBHOCTI (aktopa IX y mpoGax KpoBi, OTpHMaHux MPOTArOM
nepiony 10 72 roauH micas iHdysii.

Huskue y Tabauui Haseaeni GpapMaKoKiHETHYHI mapaMeTpH A8 YCiX NaLieHTIB (MOBHMIT MACHB 1aHMX
aHamizy).

[lapamerp Bik mene Bix 6 10 meHme Yei pazom

6 pokiB (N=11) 12 pokis (N = (N=23)

12)

AUC ,iecximensiiors (MO * roa./an)? 723,7+ 119,00 886.,0 = 133,66 8084 = 14914
CepeaHe + cTaHAApPTHE BIAXH/ICHHS 717.2 (488-947) | 863,7 (730-1138) | 802.9 (488-1138)
Meniana (1ianason) _
[lepioa nanispo3nazy (roa.) 27,67 £2.66 23,15+ 1,58 2531 +£3,13
Cepeane + craHIapTHE BIAXHIEHHS 27,28 (24,0-32.2) | 22.65(21,8-27.4)
Meaxiana (aianason)
CepenaHiii yac yTpHMaHHs B Opranismi 30,62 +3,27 2531 +1283
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(roa.)
CepenHe + cTaHaapTHE BIAXHICHHS
Meniana (aianason)

30,08 (26,2-36,2)

24,74 (23.7-30.3)

26,77 (23.7-36.2)

) 4
V' (m/kr)
Cepense = cTaHAapTHE BIAXHICHHS
Meniana (a1anazon)

322 +£0,52
3,16 (2.65-4.42)

221 x0,32
2,185 (1,70-2,70)

2,7+£0,67
2.69(1,70-4 42)

Kaipenc (a1/kr  rox.)
CepenHe + cTaHaapTHe BiAXHIIEHHS

0.1058 £0,01650
0,1050 (0,08 1-
0.144)

0,0874 =0.01213
0.0863 (0,069-
0.108)

0.0962 = 0.01689
0,0935 (0,069-
0,144)

Meaiana (aianasoH)
* Mnowa nix KpPHUBOK "nia3MoBa KoHueHTpauis-yac” 3 "0" roaH 10 HECKIHYEHHOCTI,
" 06'em po3noalty B CTablIbHOMY CTaHI.
[Toetanumii npupict BiaHOBIeHHs piBHA akTuBHOCTI (aktopa IX wuepes 30 xBuame micas iudysii
BH3HAYAIH Y BCIX MAUIEHTIB. 3QTy4@HNX 10 y4acTi y KoMOIHOBaHOMY a0caiukenni dasu 2/3, npu ouinui
MOYaTKOBUX (hapMAKOKIHETHYHMX MapaMeTpiB (Ha |-ii JeHb JiKyBaHHS)., HA JeHb BIABLIYBAHHS HHMH
nikaps Ha S,

I3 Ta 26-ii THKIEHB 1 B MOMEHT 3aBepIUEHHs 10CJALUKEHHs ab0 MpPUIMHEHHS yuacTi y
JOCITITKeHHI, SIKIIO BIH He 30Ira€Thes 3 4acoM BLABIAYBaHHs JiKaps Ha 26-ii Tikaens. OTpHMAaHi JaHi
CBLIYATH, WO MOETANHHI| MPUPICT BiAHOBIEHHS AKTHBHOCTI MPOTATOM BCHOTO HACY € CTAGLTBHIM MO BCiX
BIKOBHX IPyNax NauieHTiB nexiaTpuuHoro npodinto. 1. HaBe1eHi HuKYe Tab ML

[ToeTanHmii NpHPICT BIAHOBN@HHS aKTHBHOCTI NpH 3actocyBaui npenapaty PIKCYBIC uepes 30 xBuis
nicns iHdysii y nanieHTiB neaiarpuuHoro npodinto 060X BIKOBHX rpym:

DK (1-i1 aens 5-i 13-i 26-ii
IIpupicT BiIHOBIEHHA AKTHBHOCTI JIKYBAHH#A) THAIEHB TH/KIEHB THXR/IEHb
uepe3 30 xB. micas indys3ii ¥Yci pazom ¥Yeipasom | Veipaszom | Vi pazom
(N=22) (N=23) (N=21) (N=21)
(MO/an:MO/kr)* 0,67 0,16 0,68=0,12 | 0.71+£0,13 | 0,72+0.15
CepenHe + cTaHAAPTHE BIAXWUIIGHHS 0.69 0.66 0.66 0,734
Meniana (aianasoH) (0.31-1.00) (0.48-0.92) | (0.51-1,00) | (0,51-1,01)

" Pospaxosano sk noxasHuk Cioy. Gaktopa X nepel MOYaTKOM JIKYBAHHS, MOALIEHHI HA 103y B
onnHnusx MO/Kr, 1€ C3py — NOKA3HHK BUMIPIOBAHHS aKTHBHOCTI (haktopa IX uepes 30 xBummH micas
1HpV3IT.

[ToeTanHuit NpUPICT BIAHOBAEHHs AaKTHBHOCTI Npy 3acTocysanHi npenaparty PIKCVBIC uepes 30

XBUIHH MICas 1HQY3IT y NauieHTiB neaiaTpuyHoro npodiato BikoM Monoie 6 pokis:

. . @K (1-i1 aens 5-ii 13- 26-it
IIpupicT BiaHOBIECHHS .
) . JIKYBAHHA) THARICHbB, THRIEHb, THKI1€Hb,
AKTHBHOCTI wepe3 30 xB. micais : . . .
indysii Yci pazom Yei pazom Ycipazom | Vi pazom
g (N=10) (N=11) (N=10) (N=10)

(MO/a1:MO/kr)* 0.59=0.13 063010 | 0.68=0.12 | 0.65+0.13

Cepenne + cTaHAapTHE BIAXH/IGHHS 0.59 0.6 0,66 0.61
Meniana (a1anaszoH) (0.31-0.75) (0,49-0,80) (0.51-0.84) | (0.51-0.84)

oannnugax MO/kr, ge C 30 xu. — MOKA3HHK BUMIPIOBAHHS AKTHBHOCTI cbahropa IX uepes 30,7\;'%% M {3\\
%9\
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[ToeTanuuii NPHPICT BIIHOBIEHHS AKTHBHOCTI MpH 3acTocyBaHHi npenapaty PIKCVBIC uepes 30 xpuans

nics iHQysii y nauieHTiB negiatpuaHoro npodiao BikoM Bia 6 pokie 10 MeHure 12 pokis:

. . DK (1-ii 1ensb S-ii 13-ii 26-ii
IIpupicT BiaHOB/IeHHSA .
_ . JIKYBAHHA) THRIEHb, THRIEHD, THARIEHb,
aKTHBHOCTI wepe3 30 xB. mic.1s o . . .
iy ¥Yeci pazom Vei pazom Vci pazom ¥Yci pazom
Hrps (N=12) (N=12) (N=11) (N=11)
/an1:MO/kr)’
EMO J”'h::o ) 0,73£0,16 | 073+0,13 | 073014 | 08+0.14
CPOIHE = CIHRDTRE 0.71 070 (048 | 0.70 (0.54- | 0,78 (0.56-
BUF e (0.51-1,00) 0.92) 1.00) 1.01)
Mealana (aianasox)

* PospaxoBaHo sk nokasHUK Cioys (aktopa IX nepea mowatkoM JiKyBaHHS, noaineHuii Ha 103y B
omanHnusax MO/kr, ae Csg g — NOKa3HUK BUMIPIOBAHHS akTHBHOCTI (aktopa [X uepes 30 xBumuH nicis

1HDy3IT.

Kainiuni xapakrepucrukn.

IToraszarmusa.

Jlikysauus 1 npoinakTika KpoBOTeYl y Naui€eHTIB 3 remodiniero B (Bpomkennii aediunt pakropa 1X).
[Tpenapat PIKCYBIC nokasanuii nauieHTaM ycix BIKOBHX KaTEropiii.

IIpomunokazannus.
[TiaBuLIeHa YyTAHBICTD 10 A10YOI peuoBHHN a00 Oyab-SKOI A0MOMIKHOI peuosiHH. Bizoma anepriuna
peakuis Ha OLIKM XOM’AKa.

Biaemoois 3 inwumu 1ikapesKumu 3acobamu ma inwi 6uou ¢3aemooiil.
He nosizommnzocs npo B3aeMOII0 MIKAPChKIX 3ac00iB Ha OCHOBI (akTopa 3ropTanHs KpoBi moxnHN IX
(pPAHK) 3 iHIWmMMH J1KapCbKMMH 3aC00aMit.

Ocodausocmi 3acmocysann.
Migsuuiena uyransicts. [ToBizomMsI0Cs NPo peakuii MiABULIEHOT YyTAMBOCTI a1epriqHol NPUPOIN NpH
sactocysanHi npenapaty PIKCVYBIC. Jlikapcekuii 3aci6 MICTHTB 3aTHIIKOBY KilIbKICTh OUIKIB XOM'SKa.
[Ipit  BHHHUKHEHHI CHMOTOMIB MIABHIIEHOT nawieHtaM Tpeda HeraiiHO NPHIHHUTH
30CTOCYBAHHs JIKAPCHKOTrO 3aco0y | 3BepHyTics 10 mikaps. IlauienTis TpeGa osHaifomMuT 3 paHHiMH
CHMITOMAMH Peakiii MiABHILEHOT YYTIMBOCTI, BKIKOUAKOUN KPOMHB'SHKY, FeHepaii30BaHy KPONHB'SHKY,
CTHCHEHHS Y IPyAsX, AUXAHHA 3 TPHCBHCTOM, FIMOTOHIKO Ta aHadinakcito.

Pu3ik € HaliBUIIMM Ha PaHHIX eTanax noyaTKy 3aCTOCYBaHHA KOHUEHTpaTis dakTopa [X y nauieHTis, ski
paHilie He MPOXOAMIN JiKYBAHHS, OCOOIMBO Y MALIEHTIB 3 BHCOKHM PH3HKOM TeHHHX MyTauiii. B
JITEpaTypi MOBIAOMIANOCH MPO 3B'A30K MiK MOSBOK IHTiGiTOpY hakTopa IX Ta anepriunnmi peakuismi,
0C00IMBO Y MALIEHTIB 3 BHCOKUM PH3IKOM FeHHMX MyTauiil. BHACTIIOK UBOrO MALieHTIB 3 aj1epriuHuMH
peakuisiMn HeoOXIIHO NMepeBipsSTH HA HASBHICTh TAKOTO IHrIGITOPY.

Y BHNAAKY BUHHHKHEHHS WIOKY HEOOXINHO HAZATH CTAHIAPTHY MPOTHLIOKOBY MEAHYHY J10MOMOTY.
luribitopu. [Ticas noBTOPHOrO JIKYBAHHS JIKAPCHKMMH 3aC00aMH Ha OCHOBI JIKOACHKOTO (akTopa
sropradds kposl IX (pJIHK) nauieHTiB HeoOXiTHO 0OCTeXKYBATH Ha NpeaMeT BHHHKHEHHS

UYTIHBOCTI
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B aitepatypl noBizomis10cs npo HASABHICTH 3B'E3KY MK MOSABOK iWribitopy ¢aktopa IX Ta
anepriuHuMi peakuismn. BHACTIIOK UBOrO MAUIEHTIB 3 TAKHMH QTePrivHMMH PeakuisMil HeoOXiIHO
MepeBIPATH HA HAABHICTL TAKOro iHridiropy. HeoOXIAHO 3ayBaKMTH. WO MAWIEHTH, y SKHX 3'SBILTHCH
iHridiropu daxkropa IX, MarOTe miaBHIIEHNIT PU3MK PO3BHTKY aHadiAakcii B pasi MOBTOPHOTO fiKyBaHHS
takTopom 1X.

BHacninok pu3HKYy PO3BHTKY aZepriunmx peakuiii mpu 3acTocyBaHHi KoHueHTtpatis ¢axrtopa IX
MOYaTKOBE 3acTOCYBaHHA (aktopa IX NOBHHHO, HA PO3CYA TIKYOUOro Jikaps, MPOBOANTHCH Mg
MEIMYHHM HAIJISIA0M, L0 103BOIsIE 3a0€3MeUNTH HAJAHHS HAEKHOI MEIMYHOI I0MOMOrH y BHMAIKY
BHHHKHEHHS aJepriuHux peakuiii.

Hedporuunuii cunapowm. ITicas cTHMyIFOBaHHS iHAYKUIT IMYHHOI TOJI@PAHTHOCTI Y MALIIEHTIB 3
remodimero B, y sxux 6ymm npucyTHi inriditopn gaxropa IX, Gyau 3apeectposaHi BUNAIKH
BIHHKHEHHS HEPOTHYHOTO CHHAPOMY.

TpomGoemGogis. Yepes noTeHUiiHIIT PH3HK BHHHKHEHHS! TPOMGOTHUYHHX YCK/IA1HEHb HEOOXIIHO
3anpOBAAMTH KIHIYHE COCTEPE/KEHHS 1718 BUSBICHHS PAHHIX 03HAK TPOMOOTHUHOT Ta BHCHAXKITIHBOT
KOAryJ0natii WisxoM BIANOBIAHOTO 6i010TIYHOr0 aHATI3y MPH 3aCTOCYBAHHI LLOIO Mpenapary y
Maui€HTIB 13 3aXBOPIOBAHHAM NEYIHKH, Y NALIEHTIB Mics onepauiil, y HOBOHapOIKEHHX aiTeit 60 y
MALIEHTIB 3 PU3HKOM PO3BHTKY TPOMBOTHUHMX ABHIL a0 AB3-cunapomy. YV KOKHOMY 3 TAKHX BHIAIKIB
HEOOX1IHO BpPaxoByBaTH nepesary Bia nikyanus npenaparom PIKCVYBIC, 3sazkyroun ix Ha T/1i pHsuky
BHHHKHEHHS TAKHX YCKJIaIHEHb.

CepueBo-CyanHHI 3XBOPIOBAHHA. Y NALIEHTIB 3 HASBHHMI CEPLEBO-CYIMHHUMH 3aXBOPIOBAHHAMII
3aMICHa Tepanis i3 3acTocyBanHsM dakTopy IX Moske MPH3BECTH 10 MiABHIIEHHS PH3HKY PO3BHTKY
CepuUeBO-CYAMHHOT MATOI0TI].

YCKIa1HeHHs, MoB'A3aHi i3 3acTocyBanHsM kareTepy. [Tpi HEOGXITHOCTI 3aCTOCYBAHHS LIEHTPATBHOTO
BEHO3HOro npuctporo (LIBIT) Tpeba BpaxoByBaTH MOKIHBICT BHHHKHEHHS YCKIAIHEHb, MOB'S3aHHX 13
sactocyBannsam LIBII, Bkarouaroun nokaibHi iHdexuil, 6akTepieMito i TPOMOO3 y MicLI KaTeTepH3awii.
MipKkyBaHHS. NOB'M3aHI 3 HAABHICTIO J0NOMIKHUX peyouH. [Ticas BIAHOBIEHHS ueii Tikapebkuii 3acid
mictuth 0,83 Mmoms (19 Mr) Hatpiro B oaHOMY diakoni. e TpeGa BpaxoByBaTH namieHTaM, sKi
JAOTPHMYIOTBCS TI€TH 3 HH3BKHM BMICTOM HATPIIO.

Kosuoro pasy npu 3actocysaHi y nauienta npenapaty PIKCYBIC HamonernimBo pekoMeHIyeThes
peecTpyBatn HasBy 1 HoMmep cepii aas 30epemenns 1Hdopmauil woa0 3B'S3KY MK KOHKPETHHM
NALIEHTOM I Cepi€0 UBOro JIKAPCHKOro 3aco0y.

[auienTn noxuaoro siky. ITauieHTH BikOM 65 POKIB Ta CTapLUe He 3aTy4aTHCs 10 VHACTI Y KIIHIUHIX
AocaiKeHHsx 3actocysanns npenapaty PIKCYBIC. He Bizomo, uit iXHsi peakuis Ha Take JiKyBaHHS
BIAPI3HAETBCS B PeaKuii MOIOAWMX NaLi€eHTiB. SK i y BUMAIKy BCIX IHIWIMX nauieHTis, BUOIP 1034 1718
NIKYBAHHS NALIEHTIB MOXHIOIO BIKY MOBHHEH 311{ICHIOBATHCA HA IHAMBIAYAILHIIT OCHOBI.

3acmocyeanns ¥ nepiod ea2imuocmi abo 200V6anns 2pyoo.

Hocaikenns snansy ¢paktopa IX Ha penpoaykTiHBHy (GYHKUIKO Y TBAPHH He MPoBOAHIHCH. Y 3B'S3KY 3
PIAKICTIO HacTOTH BUMAaKiB remodizii B cepen skiHOK 10cBin 3actocyBanns (aktopa IX mpoTtsirom
BArITHOCTI Ta TOAYBAaHHS rpyamo BiacyTHiii. Takum umHOM, 3actocoBysatH daktop IX mporsirom
BariTHOCTI Ta FOAYBAHHS IPY.IIO C/ILA JHLIE Y TOMY BHIAAKY, SKILIO Leii MPenapar € 4iTKo MOKA3aHHM.

30amuicme  GRAUGAMN  HA  WEHOKICIb  Peakyil npH  KePYEAHHi  aBMOMPAHCROPpMor i WA

MEXAHIZMAMU, p ./:f: 1 =
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[Mpenapar PIKCVYBIC He BnanBae Ha 31aTHICTH KEPYBATH aBTOTPAHCIIOPTOM abo npaum’ﬁ_ﬁ}'
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Cnoci6 3acTocyBaHHs Ta 103H.
JlikyBaHs HeOOX11HO 31iiCHIOBATH M HATIISIOM JTiKaps 3 10CBIAOM JiKyBaHHS remModinii.

KoHTpoas B X011 JIKYBaHHS.

B xoa1 nikyBaHHS peKOMEHIyeThCs 3abe3neuyBaTH HANEKHE BU3HAUEHHS piBHiB (aktopa IX B SKOCTI
OPIEHTHPA NPH NPH3HAUECHH] T03H 17151 3aCTOCYBAHHS | 9ACTOTH MOBTOPHHX iHdy3iii. Peakuis na daxrop
IX'y KOkHOro oKkpemoro nauieHTa Mozke GYTH Pi3HOM0. i3 PIsHHMN NOKA3HUKAME Nepioay HAMIBPO3NAaY i
cTyneHs BiaHosienHs. [MamieHTam 3 HH3bKOKW a60 HAIMIPHOK Macow Tina Moke OyTH HEOOXiAHOH
KOpeKLiisi 103, PO3PAXOBAHOI HAa OCHOBI MacH Tina. Y BHMAAKY Cepiio3HHX XipypriuHUX BTPYUaHB BKpAil
HEeOOXINHO 3a0e3neuyBaTH TOUHMIl KOHTPOTb B XOII 3aMICHOI Tepanii WLASXOM NpOBeIeHHS a”anizy
(hakTopis sropranus kpoi (axTuBHicT (axropa IX y naasmi kposi).

JAns Toro, wod 3abesneunti A0CATHeHHs GakauuX pPIBHIB akTWBHOCTI (aktopa IX y niasmi kposi,
PEKOMEHIYETBCS MPOBOAHTH PETeIbHHIT KOHTPOIb 3a IOMOMOrOK BIANOBIAHOIO METOAY BU3HAUEHHS
akTuBHOCTI (aktopa IX Ta., sKIIO HEOOXIAHO, 3AIliCHIOBATH BIAMOBIIHY KOPEKWUIK 103H | YACTOTH
MOBTOPHNUX iHQy3iii. [Ipu 3acTocyBaHHi 0AHOCTAMIHOrO MeTOAY aHati3y (GaKTOpPIB 3rOPTAHHS KPOBI in
Vilro 3a NOKasHHKaMH TpomOonaacTuHoBoro wacy (AUTY) nas BusHaueHHs akTusHOCTI hakxTopa IX vy
npodax KpOBI MALIEHTIB Pe3y;IbTaTH LIOA0 AKTHBHOCTI (aktopa IX MOKYTh CYTTEBO 3a71€kKaTH SK Bia
pisHoBiay AYTY-pearenty, TaK i Bil CTAHIAAPTY NOPIBHSIHHS, BUKOPHCTAHHX 115 MPOBEICHHS AHATI3Y.
Ile € Bazkansum 0c001MBO NpH 3MiHI 1adopaTopii Ta/al0 peareHTis, 1O BHKOPHCTOBYIOTHCS UTS AHATIBY.
Josn.

BennunHa 1031 1 TpUBAICTh Kypey 3amicHOI Tepanii 3anexkars Bia crynens aediunty daxropa IX, Bia
MICUSL PO3TALIYBAHHS | CTYMeHs Cepiio3HOCTI KPOBOTeWi, @ TAKOK Bil KIIHIYHOTO CTaHy, BIKY i
hapmakoxineTHunnx napametpis daktopa IX y nauieHTa, TaKHMX SK BeAHUNHA NPHPOCTY BiAHOBIEHHS
piBHs akTHBHOCTI (axTopa [X Ta nepioay HaniBposnazy.

3acrocoBaHa KiabKicTe oaumuuub (akTopa IX BHpakaeTses y Miknapoanux ommHmmsx (MO), wo
CTOCYIOTbCS Hapasi Aitouoro ctanaapty BOO3 nas aikapcekmx 3acobie Ha ocHoBi daktopa IX.
AkTHBHICT daktopa IX y miaasmi KpoBi BHpakaeTbcs ab0 y MPOUEHTax (BITHOCHO HOPMATBHOIO
MOKA3HMKA A1 MJA3MH KPOBI THOAHHH), a00 Y MIKHAPOIHMX OAMHHMUSX (BIAHOCHO MIKHAPOAHOTO
cranaapty ans daxropa IX y naasmi kposi).

Oana mixnapoana oansnus (MO) axtusrocti daktopa IX aopiBHioe nokasuiky axtusrocti hakropa IX
B | M1 HOPMAJIbHOT NIA3MH KPOBI JTFOIHHHL.

Jikyeanns npu Heooxionocmi.

PospaxyHok HeoOxianoi n03u daktopa IX ams mauientis BikoM 12 pokis i cTapiie 3ailiCHIOETCS HA
OCHOBI OTPHMAHOTO eMMIPHUHUM ULTAXOM BIHCHOBKY MO Te, WO 3aCTOCYBAHHS OAHi€l MiKHApOAHOI
oanrnui (MO) daxropa IX Ha | kr mMacu Tina NpU3BOANTH 10 36iTblUeHHs akTHBHOCTI dakTopa X y
naasmi Ha 0.9 MO/an (aianason: Bix 0.5 1o 1.4 MO/an1) abo Ha 0,9% HOPMATBEHOI AKTHBHOCTI.
HeoOx11Ha 1032 BI3HAYAETBCS 32 HABEAECHOIO HUKYE (HOPMYIIOH,

[TauieHTn Bikom 12 pokis 1 cTapiue:

[otpibHa KkimbKicTh 0OAMHHLB = Maca Tiza (kr) x Gaxanwuii npupict pisus daktopa IX (% abo MO/a1) *
3BOPOTHA BEHYHHA NOKA3HHKA 3aPEECTPOBAHOrO BITHOBICHHS AKTHBHOCTI (haktopa IX (171/Kr).

Jl1s moeTamHOro MNpHPOCTY BIAHOBIEHHS PpiBHS akTuBHOCTI Ha 09MO/an ua | MO/kr 103a
PO3PaxoBYETHCH 3a TAKOK GOPMYII0H0:

[ToTpibHa KIABKICTE OAMHMIIL = Maca Tina (Kr) x Gaxanuii npupict piBHs dakTopa IX (% aooM.D-,.u

1,1 an/kr y /‘i\“.’,{p "Pf:,%
BennuiHa 1031 1 uacTOTa 3anIAHOBAHOTO 3ACTOCYBAHHS 3ABKIM TOBHHHI OYTH cnf.w\so HUMH
3a0e3neueHHs KIiHIYHOT eDEKTHBHOCTI Y KOKHOTO KOHKPETHOIO Mali€HTA.
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Y BHNAAKY HasBHOCTI HABEJEHHX HIKYE reMOparidHuX SBHILL MOKA3HHKH aKTUBHOCTI daktopa IX He
MOBHHHI OYTH HM’KUE 3a3HAYEHOr0 PIBHS AKTHBHOCTI y miasmi kposi (v % Bi1 Hopmu abo MO/aa)
MPOTArOM BIAMOBIAHOrO mnepioay wacy. HaeeaeHy Hukue Tadauil0 MOKHA BHKOPHCTOBYBATH s

BH3HAYEHHS 103H MPH €Mi301aX KPOBOTEUI Ta MPH XIPYPriuHOMY BTPYYAHHI.

Hesnauui xipypriusi
onepauii,
BKTHOYAKOYH
BIJANEeHHS 3y0IB

Crynine taxkocti | Heobxianmii Yacrora 3acrocyBanns, roauHn/

KpoBoTeyi/ piBeHb TpusadicTs JiKyBaHHs, 1HI

Tun xipypriunoro | ¢paxtopa IX, %

BTPYUAHHS ado MO/an

Kpogoteua 20-40 [TosToproiite koxHI 24 roauun. [puHaiiMai | aeHs, 10
Panniit remapTtpos, NPUITHHEHHS KPOBOTEYI, PO WO 3aCBIAYNTh BIACYTHICTh
KPOBOBHJIHBH Y 00:110, 200 10 3aro€HHs paHi.

M3 ado y

MOPOKHHHY POTa

binbw BupasHuii 30-60 [TosToproiiTe 1H( Y3110 KOKHI 24 roauHn Npotarom 3-4 1HiB
remMapTpos, a00 10BLIE, 10 3HHKHEHHS 000 | YCYHEHHS CHIIBHOTO
KPOBOBHIIUBH Y () VHKLIOHABHOTO NOPYILEHHS.

M'si31 abo remaroma

3arposamBi s 60-100 ITorToproiiTe 1H(DY3110 KOxKHI 8-24 rOINHNA 10 3HHKHEHHSH
KMTTS KPOBOTEUI 3arpo3u.

Xipypriuni onepauii | 30-60 Kosni 24 roausn, npuHaiiMHi 1 1eHb, 10 3aro€HHs PaHi.

Cepiio3Hl XIpypriuHi

onepatiii

PetenbHuii KOHTPO.Ib

80-100 (nepen
omnepaui€ro Ta
nicias Hel)

TTosToproiiTe iHDY3110 KOkKHI §-24 FOAHHN 10 HANEKHOTO
3aro€HHs PaHi, MiC/s YOro NPOBOALTE TIKYBAHHS
npHHANMHI Wwe 7 AHIB 7181 YTPHMAHHA NMOKA3HUKA
akTHBHOCT! paxTopa IX Ha pieni Bia 30% 10 60% (MO/an).

nepediry 3amicHoOi Tepamii € OCOOAHMBO BAAKIMBHM Yy BHOAAKAX CEPiiO3HOTO

XIPYPriyHOTO BTPYHAHHS a00 3arpo3auBol A KHTTS KPOBOTEUI.

I[podhirakmuka.

Hnst tpuBanoi npoQilakTHKH KpOBOTEYl Y Mali€HTIB BikoM 12 pOkiB 1 cTapwe 3 THKKOW (GOpMOI0
remogimi B, sk npasnio. 3actocoByroThes 1031 Bia 40 10 60 MO daktopa IX Ha | kr macu Tiza 3
iHTepBaioM 3-4 aHi. V JesKkHX BHNAIKAX, B 3Q7@KHOCTI Bia (HapMAKOKIHETHKH, BiKY, (EHOTHNY 11070
KPOBOTeul Ta CTymeHs (I3H4HOI AaKTHBHOCTI Y KOKHOrO OKPEMOrO MAaui€HTa, MOKE CTATH HEOOXILIHHM
3aCTOCYBATH KOPOTLII IHTepBaaN a00 OLIbLII 1030 mpenapary.

besnepepsna indivzis.

He BBoantu npenapat PIKCYBIC wsixom GesnepepsHol iHy3i1.

Crnocid 3acTocyBaHHS.

BHyTpilIHbOBEHHE BBEICHHS.

Y BHMaaky BBeIEHHs MNpenapaty caMum mauleHToM abo 0co0ow, fKa J0TIsA71a€ 3a nauie Io_-.\_t_a__"fx




[Ticns BIAHOBIEHHs Mpenapary iOro po3uMH € MPo30puM, Ge36apBHUM, Ge3 CTOPOHHIX MeXaHiuHMX
BKIKOYEHB, 3 pH 6,8-7.2. [ToKa3HHK 0CMOISIBHOCT] — MOHA1 24() MOCMOIB/KT.
[Tpu BBeaeHHI UbOro npenapaty HeOOXIAHO 3aCTOCOBYBATH JHLIE MAACTHKOBI LWITPHII 3 HAKOHEUHIKOM

Jroepa.

[lpenapar PIKCYBIC BBOAHTbCH BHYTPIIHBOBEHHNM MLIISXOM IMCHAS BIAHOBJEHHS MOPOLIKY
PO3YHHHHKY., 11O A0IA€THCS.

* Ins NpHrOTYBAHHS PO3UMHY Mpenapary BHKOPHCTOBYIITE Il TOH PO3ZUMHHHK 1 TOI
npucTpiil ans siaHosneHHs npenapaty (BAKCIKEKT II), wo MicTSTCS B yNakoBLi.

* JIns BBEAEHHS Mpenapaty HeoOXiAHO 3aCTOCYBATH WINPHL 3 HaAKOHeuHHKOM JTroepa.

* He sukopucrosyiite npuctpiii BAKCJ/DKEKT I, #xkmwo BIH MOWIKOIKeHMil, SKIIO
NOIIKOI/KEHA HOro CTEPUIbHA CHCTEMA 3aXHCTY 4H {{Oro ynakoeka abo sKwo € Oyab-ski
O3HAKH MOTIPLIEHHS IX CTaHY.

BiaHoBneHHs.
3acTocoByiiTe acenTHYHI METOIN.

Do W

Slkwo aikapeekuii 3acid 30epiraeTbesi y XOMOMIIBHIKY, AICTaHbTe (IAKOHM 3 MOPOMIKOM
PIKCYBIC 1 3 pO3uHMHHMKOM 3 XOJOZMABHHKY 1 3a1MlTe iX HArpiTHCS 10 KIMHATHOI
Temnepatypu (Bia 15 °C z0 30 °C).

PeTenbHO BUMHITE PYKH TENIOK BOAOK 3 MIJIOM.

3HIMITh KpHIUKH 3 (7IAKOHIB 3 MOPOLIKOM 1 PO3UHHHHKOM.

[TpoTpiTe npobku Tamnoxamu i3 cnprom. Posrawyiite drakonn Ha pisuiii unctiit mosepxHi.

Biakpuiite ynakoeky 3 npuctpoem BAKC/KEKT I wiisixom 3HSTTS manepoBoi nuiBKH, He
TOPKAKOUYHCh BHYTPIWIHBOI MOBEPXHI MpHCTPOK (MamoHok a). He aicrasaiite mpuctpiii 3
YITAKOBKH.

[TepeBepHiTh ymakoBKy 1 HacaliTe Ha npoOKy GJaKOHA 3 POZUHHHUKOM MPO30OPHii
naacTHKOBHI wrudT. BiseMITh ymakoBky 3a il kpal i 3HIMITH YMAakoOBKY 3 NPHCTPOKO
BAKCJ/DKEKT I (mamonok b). He suimaiite 3 npuctporo BAKC/DKEKT Il koBmauok
CHHBOTO KOJbOPY.

Tenep, komu npuctpiii BAKC/DKEKT II mpueaHanmii 10 (AaKOHY 3 POZUHHHHKOM,
MEPEBEPHITL CHCTEMY TAKMM YHHOM, 1100 ()IAKOH 3 PO3UMHHHKOM OMHHHBCS HA MPHCTPOEM.
Hacazite Giamii naactukosuii windt Ha npobky ¢uiakony 3 npenapatom PIKCYBIC. ITia
BAKYYMOM PO3YHHHUK MOTpanuTh y (uakox, wo mictits npenapar PIKCVBIC (mamoHoK c).

AKypaTHO nepemiliaiiTe 10 MOBHOrO PO3YMHEHHsS MOPOWKY. [Ipenapar pPoO3YMHIOETHCS
WBUAKO (mporaroMm 2-x XxBuiauH). Ilepekonaiitecss B Ttomy, mo PIKCYBIC nosxicTio
PO3YMHMBCA, B IHWIOMY BHMAZKy He BeCh BIIHOBIEHHII npemapar mnpoiiie kpisk (inbTp
npuctporo. Ilepex 3acTtocyBaHHAM BIAHOBJIEHI JIKAPChKI 3aC00H HEOOXIAHO BI3yaIbHO
OOCTEKHTH 17 BHABNEHHS TBEPANX HACTHHOK 1 00e3bapsiaeHHs. PojuuH noBuHeH OyTi
MPO30pHM a00 31erka omanecueHTHHM. He BHKOPHCTOBYiiTe PO34HHM, IO MOMYTHITH ado
MICTATH Oca.
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He oxonomwkyiite npenapar nic;s BiaHOBIeHHs. Bukopucraiite iioro HeraiiHo nicsist npuroTyBaHHs.
3acTocyBaHHs.
3acTOCOBYIITE ACENTHUYHI METOIH.
I. 3HIMITE KOBMAYOK CHHBOrO KOmbopy 3 npuctpod BAKCUKEKT II. Moadaiite npo Te, mod
He BTArHYTH nosiTpa y wnpuu. [lpueanaiite wnpuu 10 npucrporw BAKC/DKEKT I
(MamoHoK d).
2. TlepesepHiTh cucteMy ((IaKkoH 3 BITHOBAGHHM PO3YHHOM MOBHHEH OyTH 3BEPXY). 3anoBHITH
BIIHOBIEHHM PO3UHHOM LUMPHL, MOBIIBHO MOTArHYBLIN MOPIIEHb HA3a1 (MATIOHOK €).
3. Bid'eanaiite wnpu.
[Ipueanaiite roaxky-meteank 10 wmpnua. Beeaite po3uud y BeHy. Posunn Tpeba BBOAMTH
MOBLIBLHO, 31 WIBHAKICTIO, 110 € KOMBOPTHOK 115t NALUieHTa. He Oibiue | M Ha XBUIHHY.
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3asican npn 3actocysanni npenapaty PIKCVYBIC sanucyiite iforo Hassy i Homep cepii (nanpukiaa, y
CBOEMY LIOAEHHHKY) A1 TOro, wod 30eperti iHGopMauio npo BHKOpHCTaHi Bamu aiku i HomepH ix
cepiii.

Byab-AKi 3a7MLIKH HEBHKOPHCTAHOrO iKapcbkoro 3aco0y afo iforo Biaxomm cmia yTuiisyBati 3a
MICLIEBHMH MPaBHIAMH.

Ximiuna Ta ¢isnuna cTabiIbHICTE PO3BEIEHOr0, TOTOBOrO 10 BUKOPHCTAHHS Mpenapaty, CTAHOBHTH 3
roanuyn npu Temneparypi He suue 30 °C. 3 MikpoGi0JOrIUHOT TOUKH 30py. HE AUBIAYNICH HA TE, IO
cnoci0 po3BeseHHs BHKIIOUAE MIKPOOHY KOHTaMIHALIIO, CJTiA 3aCTOCOBYBATH JiKAPChKHIl 3Ci0 HeraiiHo.
SAxwo sikapeskuii 3acid He 3aCTOCOBAHO HErailHO, TEPMIH Ta YMOBH 30€piraHHs € BiANOBIIATBHICTIO
cnosknsaua. He oxoaowkysarn.
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omiauul (MO) ¢axtopa IX Ha | kr macu Tiza npH3BOANTL 10 30iablUeHHS akTHBHOCTI (aktopa IX y
naasmi kposl Ha (0,7 MO/an (alanason: Bia 0.31 a0 1.0 MO/a1) abo va 0.7% HOPMa/IbHOI AKTHBHOCTI.
HeoOx1aHa 1032 BII3HAYAETHCS 32 HABEIEHOK HIKYE (POPMYIOH.

MauwienTn BiKoM MomOaWwe |2 pokis:

[MoTpiGHa KinbKicTs OAMHMLL = Maca Tina (kr) * Gakanuii mpupict pisns baxropa IX (% abo MO/an) *
3BOPOTHA BETHYITHA MOKA3HMKA 3aPEECTPOBAHOTO BIAHOBIEHHS AKTHBHOCTI (171/KT)

Ansi moetanHoro npMpocTy BIAHOBIEHHS piBHS aktuBHOCTI Ha 0.7 MO/an na | MO/kr n03a
PO3paxoBYEThCH 3a TAKOK GopMyIor0:

[ToTpiOHa KIILKICT 0AMHMLL = Maca Tina (kr) * akasnii npupict pisus dakxtopa IX (% ado MO/11) *
1.4 an/kr

Jasi Bi3HAUEHHS 103K MPH eni301ax KPOBOTEeYi Ta XipyprivHOMY BTPYYaHHI MOXKHA BUKOPHCTATH TV
camy Tabauuto, 1O i 178 10pOCINX (aMB. BULLE).

[IpodiraxTnka.

Aiana3od peKOMEHIO0BAHMX 103 NPH JIKYBAHHI MAUIEHTIB MeAIaTPUUHOTO Npodimo BikoM Moioaie |2
pokiB cTaHoBHTH Bia 40 10 80 MO/kr 3 inTepsazom 3-4 aui. V JeSKHX BHNAAKAX. B 3a1€KHOCTI Bia
(apmakokiHeTHKH, BiKy, (DEHOTHNY OO0 KPOBOTEHI Ta CTyneHs Oi3MYHOI AKTHBHOCTI Y KOMKHOTO
OKPEMOro Naul€eHTa, MOKe CTaTH HEeOOXIAHHM 3aCTOCYBATH KOPOTINI iHTepBatn abo Oimbwi 103M
npenapary.

ITepedosyeanna.
EdexTn a1i 011b1m BHCOKHX, HIZK pekoMeH10BaHi, 103 npenapaty PIKCYBIC ue omicasi.

Hodiuni pearuii.
CnocTepiranucs piaki BUNAIKK MIABHIIEHOT YyTIHBOCTI a60 a1epriunmux peakwiii (SKi MOKYTh BKIOUATH
QHTIOHeBPOTHUHMIT HAOPAK. BIAUYTTS neuinHs i cepGik B micul indysii, 03HOB, npuanB kposi 10
00MYYsl, FeHepasTi3oBaHy KPONNB'SHKY, rOOBHIIT Gl1b, BHCHNAHHSA, MIOTOHIO, JeTAPTik0, HYAOTY, CTAH
3QHENOKOEHHS, TAXIKAPII0, CTHCHEHHS Y TPYSX, A3BIH Y ByXaxX, O/110BaHHA, ANXAHHS 3 MPHCBHCTOM), SKI
JEKOIH MOKYTh PO3BHHYTHCS A0 BHHUKHEHHS TAKKOI (opmu aHadinakcii (BKI0OUAKOYH WOK). Y J1eIKHX
BHMAAKAX TaKl peakuli po3BHBATMCA Jali, 10 BHHHKHeHHs Tsbkkoi aHadinakcii, i ue BizGysanocs y
TICHOMY 4ACOBOMY 3B'3Ky 13 nosBOIO 1HrIGITOPIB ParTopa IX.

[Ticast cTHMYMIOBAHHS IHAYKUIT IMYHHOT TONEPAHTHOCTI y MauieHTiB 3 remodinico B i 3 aNeprivuHuMH
peakuisMH B aHaMmHesl, y akux Oymu mpucyTHi inribiropn daxtopa IX, 6yan 3apeecTposani BHNAIKH
BHHHKHEHHS He()POTHUHOTO CHHIPOMY.

Jly’ke piAKO crnocTepiraaucs BUMAAKH YTBOPEHHS AHTHTIA 10 OLIKIB XOM'SKA, WO CYMPOBOIKYBATOCH
BIHHHKHEHHSIM Peakulii MABHIIEHOT YYTIHBOCTI.

Y nauieHTis 3 remodiniero B MokyTh yTBOpIOBaTICS HefiTpanisyioui antutina (inribitopn) a0 dakropa
IX. ko Taki iHriGiTOpH YTBOPIOIOTHCS, e MPOSBASETHCS Y BHIISAAL HEI0CTATHLOI edeKTHBHOCTI
JIKYBaHHsA. Y TakuX BHMAAKAX PEKOMEHIYEThCH 3BEPHYTHCS 10 Creuiai3oBaHoro LUEHTPY 3 JIKYBAHHS
remodimii.

3actocyBaHHsi 7IKapchkux 3acobiB Ha OCHOBI (akrtopa IX CYNpOBOIKYEThCS MOTEHWITiHIM PH3HKOM
BHHHKHEHHS TPOMOOEMOOIIYHIX eMi30:1iB, MPHUOMY PH3HK 11iABHIIYETLCS NMPH 3aCTOCYBAHHI Mpenaparis
HU3BKOI 4HCTOTH. 3acTocyBaHHs npenapatiB ¢aktopa [X HH3bKOI UHCTOTH CYMPOBOIKYBAIOCH
BHNAAKamM 1HMApKTy Miokapaa. Andy3HOTO BHYTPILWIHBOCYAMHHOTO 3rOPTAHHS KPOBI. BEHO3HOTO
TpoMbo3y 1 nerenesoi emOGomii. 3actocysanHs npenapatie aktopa [X BHCOKOI 4HCTO:
CynpOBO,‘lrl\yGTbCH BHHHKHEHHAM TaKIHX MOOIYHHX peaKum.
[epenix nobiunux peakuiii v Burasai tabauii




Ho yuacti y KIIHIMHHX A0CTIUKeHHSIX 3acTocyBanHs npenapaty PIKCYBIC Gyno sanyueno 99 ocib i3
MPHHATIMHI OHHM BUITAAKOM 3aCTOCYBAHHS TIPEMAPATY, L0 CYNPOBOIKYBATOCH BHHHKHEHHAM Y LiToMy
5-1t mobiunmx peakuiii. Hapenena wipkde TaGamust MICTHTH iHdopMaLio npo nobiuni peaxuii 3riaHo 3
KJacamu cucteMm Ta oprais (ckopoueno "KCO") 3a kmacndikauiero MedDRA (i3 sacTocyBaHHAM
TEPMIHIB MEPEBAKHOrO BUKOPHCTAHHS ).

Yacrora BumazkiB noGiMHNX peakuiil kaacu@ikysanacs 3a TAKHM MPHHLINOM: ayxke 4dacto (=1/10),
uacto (B1a >1/100 g0 <1/10), Hewacto (8ia >1/1000 10 <1/100), piako (Bia >1/10000 10 <1/1000). ayxe
piako (<1/10000), yactoTa HeBizOMa (TOGTO HAa OCHOBI HAABHMX JAAHNX YACTOTY OLIHHTH HEMOAITHEO).

B meskax ko:xHOI kaTeropii 4acToTH MoGiuH peakuil NPeaCTaBaCH] Y NOPSIKY 3HIKEHHS IX THKKOCTI.

s

[Modiuni peakuii, 3apeecTpoBani y KAiHIMHHX BUNPOOYBAHHSIX i CIOHTAHHAX NOBIA0MICHHAX

Kaac cuctem Ta opranis 3a kaacudikauiero L. Yacrora, Ha
IMoGiuni peaxuii

MedDRA 0IHOTO MALIEHTA
Po3naan 3 oKy iIMyHHOT cHCTEMH [TixBHieHa yyTausicts *' | HeBiZOMA
Posnaan 3 60Ky HepBOBOI CHCTEMH [TopyumeHus cMaky 4acTo

ITopyiexHs 3 GOKY KICTKOBO-M'130BO1 CHCTEMN |
CMOJYYHOT TKAHHHH

“'TIP (n06iuHa PeaKLlis) MOSCHIOETHCS HIDKYE y PO3ii.

Onuc BHOpaHux NOOIMHUX peakuii.

ITiosuena yymaugicme.

Peakuii a1epriuHoro THITY MPOSBISINCS Y BHTIISAI 3a1HUIKH, CBePOeKY, reHepati3oBaHoi KPOMHB'SHKH
BICHMAHHS.

NauienT neaiaTpuuHOro npodiako.

OuIKYETBCS, 1O 4ACTOTA, THIT | TSUKKICTh NOOIYHIX Peakuiil y aiTeil GyayTh TAKHMI %, WO ii y A0POCITHX.
[Ipore gani woa0 paniure HeTIKOBAHNX MALIEHTIB BLICYTHI, MO3asK 10 YUacTi y KIIHIYHEX JOCTITKEHHAX
Oyai 3a1yueHi JMiIe Ti MAuieHTH, AKi PaHille NPOXOAMIN TiKYBaHHS. Y 3B'S3KY 3 UMM A0CTiIKEHHS
IMYHOT@HHOCTI B KOHTEKCTI yTBOPEHHs IHTIOITOPIB Y MAUIEHTIB Wi€l IPYMI PH3HKY He NPOBOINIHCS.
[Tosl1oMIeHHS PO N1103PIOBAHI NOGIYHI peakuii,

BakmBo moBiaoMasTH PO Min03proBaHi NOGIuHI peakwii, o CNOCTePIrarThes NPOTIroM nepioay micas
peecTpauii aiKapcbkoro 3aco0y. Lle 103BOsE MPOAOBKYBATH CMOCTEPIraTH 32 CHIBBIAHOWIEHHAM Mik
KOPHCTIO Ta PH3HKOM BL1 3aCTOCYBAHHs 1iKapchbkoro 3acody. Maxisuis y cdepi oxopon 310pos's
MPOCATH MOBLIOMIATH NPO OyAb-sIKi Mi103PIOBaHI NOGIYHI peakiiii.

biib v kiHuiBkax 4acTo

Tepmin npuoamnocmi.
3 poxu.

YmoBu 36epiranus
36epirai npu Temneparypi Hizkue 30 °C. He 3aMopoxkyBaTiL.

Hecymicuicme.
BHacmia0k BLACYTHOCTI J0CHLIKeHb OO0 CYMICHOCTI, ueif npemapat He MOKHA 3MILLYBATH 3 THIIHMMIL
NIKAPCHKUMH 3aC00aMH.

[pi 3acTocyBanHl UBOTO MIKAPCHKOTO 3acO0y MOKHA BHKOPHCTOBYBATH JIHLIE MJ1ACTHKOBI wnpHuil 3
HakoHeuHukoM Jlroepa. B pesyasrati abcopbuii dakropa IX 3ropTanHs KpoBi JHOIMHN H 1




Vnakoska.

[To I daakony 3 mopomwkom (o 250 MO, 500 MO, 1000 MO, 1500 MO 2000 MO a6o 3000 MO) y
KOMIIEKTI 3 | (IakoHOM 3 pO3umHHMKOM (5 M BOaM g iH'ekuiii) Ta no | mpHCTOCYBAHHIO A7s
posseaenns BAKC/DKEKT II y kopo6ui.

Karteropis Bianycky.
3a peuenTom Jikaps.

Bupotuuk.
bakcanra benmkxiym Manvgektypiar CA.

Micuesnaxoaxenns BHPOOHHKIB Ta iX aapeca Micusi NpoBaKeHHS TiAILHOCTI,
byassap Pene bpankya 80, Jleccin, 7860, beabris.

Jata ocTanHbLOrO nepersay.




