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LUyHTYlOUi NpenapaTtu B NiKyBaHHi
iHriGiTopHOI popmn remoddinii

0.B. CracnwmH

LY «lHcTuTyT natonorii KpoBi Ta TpaHcdy3iliHoT MeguurHn HAMH YkpaiHuy, J1bBiB, YkpaiHa

3a ocTaHHi 70 poKiB BinbynmcA KonocanbHi 3MiHW B Nigxopax, OLjiH-
Lji, BOCTYNHOCTI Tepanii Ta AKOCTi »KUTTA NauieHTiB i3 remodinieto. AKLLO
paHillie OCHOBHOIO METOI0 JliKyBaHHA XBOPUX Ha remodinito 6yno 3Hu-
YKEeHHA PU3MKY CMepTi BHACiAOK HEKOHTPOJSIbOBaHOI KPOBOTeYi, TO
CbOrOfHi BCi CUNN CNPAMOBAHI Ha Te, WO6 NOKPALWTUA AKICTb XKUTTA
xBopux. OfiHaK, He3BaXaloum Ha BCi yCMixv B reMaTosnorii, 1 Joci 3anuv-
LIAETbCA NPOGAEMHUM MUTAHHA PO3BUTKY iHFiGITOPHOI hopmm remodi-
nii (IO Ha PpoHi 3amiCHOT reMoCTaTUUYHOI Tepanii KOHLEeHTpaTaMy pak-
TopiB 3roptaHHA Kposi VIII (IX). BignosigHo fo cyyacHWx pekomeHzauil,
nikyBaHHA navjieHTiB 3 IO HeobxigHO po3rnAaaTK y ABOX acnekTax. Mo-
nepLue, y 3abe3neyeHHi reMocTasy Mif Yac rocTprx remopariyHmx eniso-
[iB Ta, No-Apyre, MOBHOMY BrAaneHHi iHribitopa [1]. OcHoBHUM MeTogOM
epaguKaLii iHribiTopa €, AK BiZoMo, iHayKLia iMyHHOI TonepaHTHOCTi (IIT),
LLIO XapaKTepu3yeTbca BBeAeHHAM npenaparis FVIII abo FIX y BUCOKux
[03ax JOTW, MOKW OpraHi3M He MPUYBYMTLCA PO3Mi3HaBaTW NiKyBaHHA
6e3 peakuii Ha Hboro [2]. Mpu ycnilwHOMy 3aBepLUEHHI LIbOro Kypcy fi-
KyBaHHA MaLi€HTM MOBepTaloTbCA Ha 3aMiCHY reMOCTaTUUHy Tepanito
FVIII/FIX. HasBHi gaHi cBiguat, Wwo IIT ycniwHa y 6nm13bko 70% naujieHTiB
3 |®F, 3a3BMYan i3 HA3bKUM/HM3bKOpearylounm iHribitopom (0,6-<5 BO/
mn). Y pasi HeedpekTuBHocTi IIT, HANPUKNAA y NauieHTiB i3 BUCOKUM/BU-
CoKopearylouum TUTPoMm iHribitopa (=5 BO/mi) abo HeEMOXNMBOCTI NPo-
BefeHHs |IT, nauieHtam 3 IO fikyBaHHA KPOBOTEY MOXHA MPOBOAUTH
npenapartamm 3 «obxigHMM» abo LUYHTOBVM MeXaHi3mMoMm fii. 1o Takux
3acobiB BigHOCATb ABa NpenapaTtyi: aHTUIHMGITOPHUIA KoarynaLinHmn
komnnekc (aPCC) Ta pekombiHaHTHMIA akTBOBaHWM FVII (rFVIla), ski ma-
I0Tb TPVWBaJy iCTOPIlo 3aCTOCYBaHHSA, 30Kkpema AK cynposia lIT (tabsn. 1).

JlikyBaHHA npenapaTtamu i3 LIYHTOBMM MeXaHi3MOoM Aii noun-
Ha€ cBil Bignik i3 1977 p., konu Bnepue Ha GapmMaLeBTUYHUN pur-
HoOk €Bponericbkoro Cotosy Bunwos npenapat aPCC, y Tomy X poui
BiH OyB BKNtoueHuin fo boHcbkoro npotokony T, y 1986 p. — 3a-
TBepAXeHnl go 3actocyBaHHA B CLUA, a B 2013 p. oTpumas [03Bin
FDA Ha npodinaktnyHe nikyBaHHs remodinii A i B y nawi€HTiB 3 iHri-
6iTopom [3, 4]. 3acTocyBaHHA PEKOMOIHAHTHIMX NpenapaTiB NoYVHaE
CBil1 BiAnik 3 noyatky 2000-x pokKiB, KON Ha Mi>kHapogHoMy papma-
LIeBTVYHOMY PUHKY Bynu npeactaBneHi nepLui pekombiHaHTHI npe-
napatu GbakTopiB 3ropTaHHsA KPoBi, ogHUM 3 AKux 6yB rFVila. Cboroa-
Hi 06mABa NpenapaT 3apekomMeHayBanu cebe Ak epeKTVBHI 3acobm
B NiKyBaHHi eni3ofis KpoBoTeyi y xBopux Ha |Or [5].

KniHiynuin edekT npenapartis i3 WYHTOBMM MexaHi3mom fii 6a-
3y€TbCA Ha iHAYKUii abo BifHOBMEHHI HEAOCTAaTHLOTrO TPOMOIHOYT-
BOPEHHS, LUAAXOM CKNAAHUX B3aEMOAIN 3 eHAoreHHMU akTopamu
3ropTaHHA KpoBi Ta Tpomb6oumtamu. aPCC 3a 6yfoBOK CTaHOBUTb
npodepmeHTHI popmm npokoarynaHTie, Taki Ak FlI, FVII, FIX i FX, a Ta-
KOX CNifoBi KiNbKOCTi IXHIX aKTBOBaHMX GOpPM Ta aHTUKOArynaHT-
Horo 6inka C y disionoriuHo 36anaHcoBaHOMy CriBBigHOLIEHHI. Kpim
TOrO, B NOr0 CKNafi HaABHI HeBesIMKa KinbKicTb KoarynauiHux kodak-
TopHuX 6inkiB FV, FVIIl Ta 6inka S, a TakoxX iHribiTop wnaxy TKaHMHHOro
dakTopa [7]. Y komnneKci BCi Wi Cknagosi AatoTb 3MOry epeKTVBHO aK-
TUBYBaTU CUCTEMY MIa3MEHHOro reMocTasy i, BiiNOBiAHO, BUKNMKATK
reMoCTaTUYHUIN edeKT y MicLi ypakeHHs CyanHM (puc. 1).

MexaHi3mu, wo 3abe3neuytoTb remocTaTuyHmin Bnans aPCC:

+ aKTVBaLifA CMiNbHOrO WAXY 3ropTaHHA B pe3ynbTaTi opmMyBaH-
HA | BNINBY NPOTPOMOIHA3HOrO KOMMJIEKCY;

+ aKTMBaLiA BHYTPILUHbOTO LWAXY 3ropTaHHsA, 32 AOMOMOTOI0 AKO-
ro BigOyBa€eTbcA TPOMOIH3aNeXHa aKkTMBaLiA 3a MPVHUMMNOM
3BOPOTHOTO 3B'A3KY;

« aKTMBALiA 30BHIWHbLOrO LWAAXY remocTasy 3a paxyHok FXa-
3anexHoi aktuealii FVII i nopanbuuoi FVIla-3anexHoi aktusadii FX.
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rFVlla gie nokanbHO B MiCLji MOLWKOAMXKEHHA CYAVHW, fie BUAINAETbCA
TKaHUHHWIN GaKTOp i BUABNAIOTLCA aKTMBOBAHI TPOMOOLITY, LLIO iHiLlitoe
npoLec reMocTasy, BUK/IMKAOUM YTBOPEHHA HEBENMKUX KiNbKOCTeln
TpombiHy. beanocepepHsa pia rFVlla npegctaBneHa aktueauieio FX Ha no-
BEPXHi aKTMBOBaHKX TpomboumTie. FXa B komnnekci 3 FVa cnpuunHsie
YTBOPEHHA BiNbLUOI KiNbKOCTi TPOMGiHY, LU0 B NOAANbLIOMY NPY3BOANTL
[10 MOABU CTabiNbHOT FEMOCTATUYHOI MPOOKU B MiCL|i YLIKOXKEHHA CyAW-
Hu. LLlyHTOBMIN MexaHi3m Aiil npenapaty peanisyeTbcA 3a paxyHOK nigsu-
LLieHOT GinbLue HixK y 1000 pasiB KoHueHTpauii FVIla y nnasmi Kposi.

CborofHi AaHi nitepatypu cBigyath, WO NpenapaTul i3 LWyHTOBUM
MexaHi3MoMm fii € epeKTUBHMMI 3acobamm NiKyBaHHA Y pasi KpoBo-
Tey y nauienTis i3 IOI (tabn. 2). BignoBigHO fo pe3ynbTaTiB MiXHa-
POAHUX JOCNigKeHb, epeKTUBHICTb LiMX ABOX Mpenapartis npubnmns-
HO OfHaKoOBa i CTaHOBUTb 6513bKo 80%, CYTTEBA Pi3HULA MONArae
y nepiofax Hanispo3nagy. Tak, ana npenapaty rFVila BiH ctaHOBUTL
2-3rop, aPCC—8-12ropa.

OueBunaHO, WO edeKTMBHICTb NpenapaTis Nos'A3aHa 3 baratodak-
TOPHVM MeXaHi3MoM ix Aii, 3abe3neuyioun TM caMyimM BUCOKY edpeKTrB-
HICTb | TPMBaNiCTb KNiHiYHOro edeKTy npenapatis, WO NiATBEPAXKEHO
HU3KOW KNiHIYHMX pocnigkeHb [8—11]. 3okpema, epeKTUBHICTb i 6e3-
neky aPCC cTocoBHO NPodinakTVKy Ta YCyHEHHS KPOBOTEY Y NaLjieHTIB
31Ol A Ta B nigTBepAXeHO Yy MPOCNEKTUBHOMY MySbTULIEHTPOBOMY [10-
cnigkeHHi Pro-FEIBA, pe3ynbtatii AKOro npofeMoHCTpyBany, Wo Yy na-

Tabnuusa 1 MNopiBHAHHA Npenaparis i3 WyHTOBMM MexaHi3MoMm Aji [6]
Npenapaty i3 WyHTOBUM MeXaHi3MoM i
Mokasnuk aPCC rFVlla

MokasaHHA JTiKyBaHHA y pa3i cnoHTaHHVX kpoBoTey  JTikyBaHHA Y pasi KposoTey
y navjienTia 3 10T A 1a npodinaktikm y navgienTia 3107,
KpoBOTeY lid Yac XipypriuHyx BTpyYaHb.  JlikyBaHH y pasi kpoBoTey
MpodinakTuka KpoBoTEY y XBOPUX i3 HabyToto remodinieto.
3remodyinieto A i BIUCOKUM TUTPOM iHri6iTo- JlikyBaHH y pasi kpoBoTey
pa Ta YaCTIMV reMapTpo3amu ¥ NaLyienTiB i3 TpombacTeHieto

[naHuMaHa

[emocTaTuyHi FlI, FIX, FX, FVIla, FXa FVlla

KOMMOHEHTU

MexaHi3m pii Axtusauis FXiFll AxTuBauis FX Ha noepxHi

TpombouuTiB

Mepiop Hanigpo3-  8-13 2-3

napy, ron

06'em po3umHy 20 5

LNA OfHiel iHQY3iT, Mn

[llo3yBaHHA 50-100 Op./Kr macy Tina KoxHi 8—12 ros 90—120 MKr/Kr yepe3 2—3 rog

PekomeraoBaHa fo3a 80 0p1./Kr 3 pa3n Ha THXAEHDb 90-270 mKr/kr/poby

AnA npodinakTukm

EdekTuHicTb, % 62 45-59

Tabnuuysa 2 MpodinakTnuHa Tepania nauieHTis 3 O

PexomeH/10BaHi 103yBaHHA Npenaparis i3 WYHTOBUM MeXaHi3MoM
Aiinig yac/no3a llT

NoKa3Huk Nig vacllT Mo3allT
Kopotkotpusana npodinaktuka Kopotkotpusana npodinaktuka

rFVlla 0 3 Micy pexumi fo3yBaHHA 90 MKI/KT A0 3 MiCy pexkumi 403yBaHHA 90 MKr/Kr
1 pa3 Ha oy 1 pa3 Ha foby

WPCC Nlo3a 50100 Op./Kr KoxHi 12 rog [ll03a 30—100 Op./Kr 3 pa3v Ha TXzeHb
[0 3HIKEHHA TUTPY iHribiTopa <2B0  abo uepe3 aeHb
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PucyHok  MexaHism gii aPCC.
2 PerynaTopHi peakuii, no'a3aHi 3 TpombiHoM,
NpU3BOAATb A0 AKTUBALLIT iHLLINX KOATYNAHTHUX
KOMMOHEHTIB (NyHKTUpHa NiHiA) i 40 noAanbLiol

3 EnporenHuit TFPI ynoBinbHioe peakuii
Ha KniTHax-Hociax TO

VIIa.'...' N

m: Knituna-Hociii TO

1 Cnoyarky komnnekc FIl/FXa Buknukae
TPOMOIHOYTBOPEHHA Ha NOBEPXHI KAiTUH-HOCITB TO

i aKTBOBAHWX TPOMOOLWTIB, iHiLliloloun GopmyBaHHA
$ibpuHOBOTO 3rycTKY

OibpuHoren
1
0ibpuH

AKTUBOBaHMUIA 1

TpomboLuT

TO — TKaHUHHWit GakTop, TFPl — iHribiTop WAAXY TKAHUHHOTO GaKTOpa.

uieHTiB, AkuM BBOAMM aPCCy fo3i 85 MO Ha 1 Kr Mmacu Tina, Big3Havanm
CYTTEBE 3HUKEHHA YaCTOTU BCiX eni304iB KpoBoTeY Ha 62%, remapTpo-
3y — Ha 61% Ta KPOBOBMAUBIB Y Cyrnobu-milleHi — Ha 72% [12]. Pe-
3ynbTaTh HewoaaBHoO nposeaeHoro gocnigkeHHA PROOF npogemor-
cTpyBanu, wo Tepania aPCC y posi 85+15 MO acoujiioBaHa 3i 3Ha4yHO
MEHLLOIO KiNbKIiCTIO KpoBOTeY — K MK NPOQINakTUUHOMY, Tak i npu
enizognyHoOMy BBeAeHHI npenapaTy. Takox pesynbraTi CBifyaTb, O
aPCC 3HauHO 3MeHLLYBaB KiNbKiCTb CMOHTaHHKX KPOBOTeY, 3anobirato-
41 TUM CaMKM PO3BUTKY abo MporpecyBaHHI0 reMmodiniyHoi apTponaril
Ta NMOKpaLLyoUn AKICTb XUTTA nauieHTiB [13].

[eMapTpo3 — ofHe 3 HaliHebe3neyHilWnx ycknagHeHb remodinii,
IO MO>Ke NPK3BECTM A0 apTponNarTii, Aka € OCHOBHOIO MPUYNHOIO 3a-
XBOPIOBAHOCTI Ta iHBanigm3auii y nauieHTiB i3 remodinieto. MNopiBHAHO
3 nauieHTamu 6e3 iHribiTopiB nNauieHTn 3 IO He MaloTb MigBULLEHOTO
pu3mnKy KpoBoTtey. OfHaK 3 IXHIMK KpOBOTEUYaMM TAXKYE BMOPATUCH,
Lo YCKNAAHIOE NiKyBaHHA MaLieHTiB, 0cobnMBO Nig yac xipypriyHo-
ro BTPyYaHHA Ta MiABULLYE PU3UK PO3BUTKY YCKSIaiHEHb, BKIIOYHO
3 NporpecyBaHHAM 3aXBOPIOBaHHA Cyrnobis fo KiHLeBOi cTapil. Big-
MOBIAHO A0 CyYaCHMX peKoMeHAaLliiA, 3acToCyBaHHA 0OXiaHMX (LyH-
Tytouyx) npenapaTie € nepesipeHNM epeKTVBHUM CTaHAAPTOM AiKy-
BaHHA NauieHTiB 3 iHribiTopamun Npu onepawinHnX BTpyYaHHsX.

TakvM YMHOM, Y pasi HeyCMiLHOCTI a0 HEMOXIMBOCTI NPOBEAEH-
HA IIT y nauieHTiB 3 IO 3anobiraHHA KPOBOTEYaM MOXHa NMPOBOAUTY
npenapaToMm i3 LWyHTOBMM MeXaHi3MoMm fii, Takum Ak aPCC, Ak mae
TpMBany iCTOpIto 3aCTOCYBaHHA Ta MPOAOBXKYE 3aiMaTy BaXK/VBe MicLie
B KOMMNEKCHili Tepanii nauieHTiB 3 iHribiTopamu i pekomeHaoBaHWiA Ana
npodinaktnyHoro. Kpim Toro, cyyacHi pekomeHgaLlii pernameHTyoTb
Npu3HaYeHHs 060X MpenapaTiB i3 WYHTOBMM MeXaHi3MoM Aii npu Xi-
PYPriyHUX BTPYYaHHAX, 3 METOO 3HUKEHHA PU3UKY PO3BUTKY KPOBO-
Teyy nauieHTis 3 IOT.

O
3a nipTpumkn TOB «Takena YkpaiHa»
VV-MEDMAT-37955
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TECTOBI 3ATIMTAHHA

(ooviH abo fekinbKa NpaBUbHYIX BapiaHTIB BiAMNOBIAEN HA KOXHE 3anunTaHHsA)

OCHOBHUM MeToOM epafuKaLii iHribiTopa npw IO €:
O nr

O Bci Bignosigi BipHi

5. aPCC 3a cBoeto 6yaoBolo ABNAE:
O samicHa remocTtaTyHa Tepania KOHLeHTpaTamu ¢dakTopis O npodepmenTHi dopmn npokoarynsanTis Fll, FVII, FIX i FX
3roprants O npodepmeHTHi popmu npokoarynaHTis FIX
O popaBaHHA acKopOIHOBOI KMCOTW O CTaHAAPTHOT reMOCTa- O emporeHHuit paktop Vila
TUYHOI Tepanii O . L
BCi BigNoBigi BipHi
O BciBignoBigi BipHi
. ) o 6. MexaHi3m gii rFVIla xapaktepu3syeTtbca:
2. ﬂ.pVI.H.eed)EKTVIBHOCTI T I'IpO(I)IJ'IaK'I"IiIKy KpOBOTeUY y naLieHTiB O aktvsauieio FVII
3 iHribiTopamn peKoMeHA0BaHO 3AiNCHIOBaTU: . . .
0 T 26 VeNitHOro besvsLTaT O akTmBauieto FX Ha NoBepxHi akKTMBOBAaHUX TPOMOOLUTIB
O MPOROBXYBATV TTT AO Y p“ 4 y O aktueauieto FVIII
nopatu po IIT rniokokopTuKocTepoian O sci signosiai sipHi
O npenapaTamu i3 WyHTOBUM MeXaHi3MoMm Al
O L L 7. Bwu3sHauTe peKkomeH[OBaHWI pexkum o3yBaHHA rkVila:
BCi BiANOBIiAi BipHi
) ) ) O 90 mkr/kr 1 pa3 Ha foby
3. Bu3sHauTe 3i CnncKy NpenapaTy i3 WyHTOBUM MeXaHi3MoM fji: O 120 mr/kr 1 pas Ha no6y
O aPcC O 300 mkr/kr 1 pa3 Ha o6y
0 pekcamerason O sci Bignosiai BipHi
O rFVila .
O Vi 8. [pw onepauiiH1X BTPYYAHHAX 3 METOIO 3MEHLUIEHHS PU3NKY
PO3BUTKY KpoBOTeY Y nauieHTiB 3 IO pekomeHJ0OBaHO:
4. Bskomy poui Ha papMaLeBTUUHUI PUHOK EBPONECbKOro O 3actocyBaHHA Npenapartis i3 WYHTOBUM MexaHi3MoM Aii
Coto3y Bnepuue BuiLos npenapat aPCC? o T
O 1977 O nepepnonepauiiiHe BHYTPIlIHbOBEHHE BBEAEHHA Mpenapa-
O 2000 TiB 3ani3a
O 1990 [0 Bci Bignosigi BipHi
nip
[na oTprMaHHA cepTudikaTta fanTe Bignosiab MowToBa agpeca: iHAeKc
Ha TeCTOBI 3aNMTaHHSA B pexumi on-line obnactb
Ha CcanTi >KypHany paiioH
www.umj.com.ua micTo
abo0 HagiwniTh KCepOoKoMito CTOPIHOK BYMLSA
3 BignoBigAMM pa3om 3 KOHTaKTHOIO 6yanHOK
iHdopMaLi€to 3a agpecoto: KBapTMpa
01001, Knie-1, a/c «B»-82, TOB «MOPIOH» TenedoH
E-mail
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