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MOTPEBA B TPAHCOY3IMTHNX TEMOCTATUYHUX ITPEITAPATAX Y XBOPUX HA TEMO®UIIIO
3 IHTTBITOPOM 3AJIEXKHO BIJI TUTPY, TUILY IHTIBITOPY ®AKTOPA VIII(IX), HAABHOCTI A®JIA (BA)
TA KJITHIYHOTI'O ITEPEBITY 3AXBOPIOBAHHSA
Cmacuwun O.B., Kpaciecvka B.B., Tywnuyvkuii O.M., Cemepax M.M.
NIV «IucturyT maronorii kpoBi Ta Tpancdysiitnoi Mepuiman HAMH Yipaiun», m. JIbBis

Beryn. Temodinis — BpokeHe, 3uerieHe 3i CTaTTIO TeMOo-
pariuHe 3aXBOPIOBAHHS, 3yMOB/IeHe MyTali€lo y X-XpoMo-
coMmi, 1[0 CYIPOBOPKYETDCS edinnToM hakTOpiB 3cinaHHs:A
kposi VIII (FVIII) (remodinis A) a6o IX (FIX) (remodimis
B). BinmbuuicTh MarieHTiB 3 MeTOK HOpMaisalii reMocTasy
HPOTATOM YChOTO JKUTTA OTPUMYIOT 3aMicHY TpaHcys3iii-
Hy Tepariio npenaparamu FVIII/FIX BixmosiagHo, y npodi-
JIAKTUIHOMY pexxiMi abo 110 oTpe6i. Ate, Ha Xasib, MarKe
y 30% xBopux 3 TsDKKOK0 hopmoro remodinii A (FVIIT<1%)
Tay 3-7% 3 TspKKoI0 popmoro remodinii B (FIX<1%) y Bigmo-
BiJlb Ha BBE/ICHH: 1[VIX IIPENapaTiB BUHNKAIOTh HENTpaIi3y-
104i aoanTKTiNA (iHTi6iTOPN). 3 METOI0 3yNMHKY KPOBOTEYi
y TaKUX XBOPMX 3aCTOCOBYIOTb IIPENapaTi 3 «IIyHTOBUM»
260 «0OXiIHMM» MeXaHi3MOM Aii, OXHUM 3 SKMX € peKOMOi-
HaHTHUIT akTuBoBaHmit pakrop VII (rVIIla).

Merta gocmifKeHHA. BUABUTU B3aEMO3B A30K MiX KIli-
HiuHuM mepebirom remodiii, yckmagHeHOi iHriGiTopoM,
KiZIBKICHUMM Ta AKICHUMM XapaKTepUCTHKaMu iHTibiTop-
Hyx aHTUTIN 10 dakropa VIII(IX), HasBHICTIO BOBYAKOBO-
ro axtukoaryiasHra (BA) ta morpe6oro B TpaHcdysiitHux
IpernapaTax «IyHToBoi» i, a came rVIlla, ais mikyBanHs
reMOpariyHmX IposBiB.

Marepianu Ta MeTogu. My rpoBe/n aHasis pesynbrartis
KITiHiKO-7Tab0paTOPHOTrO MOHITOPMHTY Ta JTiKyBaHHS 7 XBO-
pux Ha remodizito, yckmagHeny inribiropom (6 xBopux Ha
remodinito A Ta 1 xBopuit Ha remodinito B), Mexiana Biky
BUBYEHHS KiHETMKM KOpeKIlii HOPMa/lbHOIO ITa3MOI0 IMO-
nowxkeroro AYTY, symosrenoro gedipurom OPVIII(IX) ta
HasIBHICTIO marosioriynux inribiropis. Cyrmo6om-«mimieH-
HIO» BBa)Kasmn cyrno6, B skuit 6yno 3adikcoano 4 i 6inb-
1Ie CIIOHTAaHHI KpOBOBMIMBM HpoTtsrom 6 mic. Bci xBopi
OTpUMYBa/M IIpenapar aKTUBOBAHOTO PEKOMOGIHAHTHOTO
¢dakropa VII (rFVIla) B gosyBanusx 75 abo 225 MKI/KL.
Cratuctuuny o6po6Ky MaTepiany BUKOHA/IM 32 JOIIOMOT0I0
makeTiB npukaagaux nporpam STATISTICA for Windows
10,0 (Statsoft, USA). ITopiBHAHHS napaMeTPUYHMX ITOKa3-
HUKIB MDK Tpynmamy 37ifiCHIOBaIM 3a JIOIIOMOTOI0 Hera-
pameTpuyHOro kpurepito ManH-YirHi Ta nojasamm ix sk
MejliaHy, MiHIMYM, MaKCMMYM, HVDKHiii-BepXHili KBapTuIi.
JInist IOPiBHAHHA AKICHUX XapaKTePUCTHK 3aCTOCOBYBAJIN
Kpurepiit X2 i Tounnit kpurepiit ®iuepa mpu manomy 06’e-
Mi cykymHocti (<30 Bumajkis). BiporigHicTs oTpuMaHnx
pesynbrariB OIiHIOBa/M Ha PiBHi JOCTOBIPHOCTI He MeHIIe
95 % (p<0,05). Bsaemo3aiesxHicTh MK MOKa3HUKAMIU T1ap-
HIX JJOC/Ti/PKeHb BCTaHOB/TIOBA/IN 32 Koedil[ieHTOM Koperis-
uii ITipcona (r).

PesynpraTi [OCT/PKEHHA IIPECTABIEHO B TaOMMIi.
Hamy BcTaHOBJIEHO, 110 MDK TUTpOM iHribiTopy (Mepiana
5,64 (1,3-23,4) [1,1-11,7] BO/mn), yacrorolo KpoBoTed/1
Mmicsaup (megiana 2,4 (1,3-5,4) [1,6-3,0]) Ta KinbKicTio crio-
JKUTOTO B TIporeci nikyBaHHs npenapary FVIIa (mexiana
4425,0 (3150,0-9075,0) [3450,0-5325,0] MKI/Kr) He BUSB-
JIEHO KOpeNATUBHMX 3ajnexHocreit: r=+0,150 ta r=+0,248
(Tabm.). ITopsy 3 TMM, BUAB/IEHO CePeiHiil IPAMMIT KOpers-
TUBHMI 3B’ 130K (r=+0,455) MDK THTPOM iHTi6iTOPY i Ki/NbKi-
cTio cyrnobis-«mimeneit» (megiana 1,0 (0,0-3,0) [1,0-2,0])
Ta MOMITHMIT Big'eMHuit 38’130k (r= - 0,509) 3 4acTKOIO

cranoBuna 14 (7-30) pokiB, siki criocrepiramced y 6a3oBux
Bipainennsx 1Y «[HctuTyT narosorii Kposi Ta TpaHcdysiii-
Hoi mepuuyEn HAMH Ykpainn». O1iHoBamy 4acToTy, TAX-
KiCTb, XapakTep KpoBoTed Ta eeKTUBHICTh TpaHCY3iiHOT
reMOCTaTHYHOI Teparii y XBOpUX Ha reModiiio 3 pisHuMu
TuaMy iHribiropis mporarom 6-9 micsuis. Bcim xBopum
HPOBOAM/IM  3aTa/IbHOK/TiHIYHe 06CTeXKEeHH, TabopaTOpHi
Ta KOAry/no/noriuni jocmipkenHs. Jlna saranbHoi OLiHKM
CTaHy CUCTeMM T'eMOCTa3y BUKOHYBAaaM CKPUHIHTOBi 1j0-
CITi/PKeHHsT, AKI BK/II0Yau: npoTpombinosuii vac (IT4), ak-
TUBOBAHMIT YaCTKOBMIT TpoMGoIIacTuHoBuit yac (AYTY);
rpom6inoBuit yac (TY); BusHaueHHs KoHIeHTpaLii (Gibpnu-
HOTeHy TIpaBiMeTpuyHuMM MeTopoM. JliarHoctuka Qopmu
Koarynonarii 3iiiicHI0Baacs 3a JJOMOMOTOI0 TeCTy AKICHIX
3aMiHHUX 1po6 Ha ocHoBi AYTY. BusHadeHHs aKTUBHOCTL
nedinurHOro dakTOpa 3CiFAHHA NPOBOAMIN 32 yHi(ikoBa-
HOI0 OJIHOCTAfIiliHOI0 MeToauKo BusHadeHHsa OVIII(IX) i
BMpPA)Ka/IM y BiICOTKAX Bijj iX BMicTy y HOpMa/IbHiil 1a3mi.
O6cTexxeHHsI Ha HASBHICTD IHTIGITOPHUX aHTHUTI 10 fedi-
uTHOTO (hakropa scigants VIII mpoBoguim 3a 0oMoroo
CKPMHIHTOBOTO AKICHOTO T4, y Pasi IIO3UTUBHOTO pe3y/ibTa-
TY, KiZIbKicHOTO TecTy 3a MeTozukoo Kasper (1975). Pesyb-
taT Bupaxamu B Berecna on/mn (BO/mn). [lnst BusiBiIeHHs
BA y xBopux Ha reMo(i/lif0 3aCTOCOBYBa/IM CTAHAPTU3O-
BaHMII TPbOXETAITHUI KOMIIIEKC KOAry/lOJOTiYHUX TECTiB.
Tun inri6iropy (I a6o II) My BCTaHOB/IIOBaNIM Ha OCHOBL
CIIOHTAaHHMUX KpoBoTed (84,5 (62,5-92,5) [66,7-88,2] %).
Koperstiiss TuTpy iHri6itopy 3 HasBHICTIO aKTMBHOCTI BA
HAO/IVDKAETCS IO TIPAMOI  C/1abKoI i cTaHOBUTD r=+0,265.
Hamu BcTaHOB/IEHO CTabKa MO3UTUBHA Kopersiis r=+0,352
MiXK 4aCcTOTOI0 KpOBOTed Ta HasiBHiCTIO anTndocdoimimis-
Hoi aktuBHOCTI (BA). Kopersiist Mk 4acToTOK0 KpOBOTEY
Ta Ki/IbKICTIO CIIOKMTOTO Mperapary HabImKaeTbca [0
npsiMoi cabkoi i cranoBuTh r=+0,273. IIpu ananisi 38’s13-
Ky MDK Ki/IbKICTIO CYI7106iB-«MillleHel», YaCTKOI0 CIIOHTaH-
HMX KPOBOTeY Ta KiZbKIiCTIO CHOXXMTOTO Nperapary HaMu
BCTAHOB/IEHO TPAMY IOMipHY Kopensnio - r=+0,459 Ta
r=+0,530 BianosifHo. TaK0X BUsABIEHO 3BOPOTHII CrabKumii
3B’A30K MDK Ki/IBKICTIO CYI/I06iB-«MillleHeil» Ta HasBHICTIO
akTuBHOCTI BA (r=-0,411). 3a HalIMMM JaHUMM KiZTbKiCTh
CIMIOHTAaHHUX KPOBOTEY 3BOPOTHO 3a/IeXMUTh BiJi HASBHO-
cri antudochoniniganx antutim r=-0,935. INopiBHsaHO 3
XBOpUMM Ha reModisito 3 inribiropamu I Tumy, y marienra
3 ayroiMyHHMMM aHTUTiTamu II Ty HamMm BCTaHOBIEHO
BuLMit TUTP iHribitopy (23,4 BO), npu 1jpomy 3aranbHa
4acTOTa KPOBOTEY, Ki/IbKICTh CYINO6iB-«MillleHeii», YacTKa
CIMOHTAaHHUX KPOBOTEY Ta Ki/IbKiCTh BUKOPUCTAHOTO Mpera-
pary He 36i/1bIIMIACS.

BucHoBku. Y xBopux Ha reModisiiio, yCK/IaJHEHOIO 1105~
BOIO iHTiGiTOpHNUX aHTNTIN 10 (akTopa sciganusa VIII(IX),
Ki/IbKICTD  CYI7I06iB-«MillleHel» TO3UTUBHO KOPEIoe i3
TUTPOM iHTi6GITOpPY, a 4acToTa KPOBOTEY 3MEHIIYETHCA 3
nosiBoto  autudocdoninigHoi akrusuocri (BA). Croxn-
BaHHA npenapary FVIIa ta yacTka CIOHTaHHMX KpOBOTeY
IPOIIOPIIiHO 3POCTAIOTH i3 301/IbIIEHHAM Ki/IbKOCTi CYI/I0-
6iB—«MilteHer».
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Kopensauiitna 3anexxHicTs (r) MK TUTPOM iHriGiTOPY, 4aCTOTOX0, TAKKICTIO, XapaKTepOM KPOBOTEY Ta Ki/IbKiCTIO CIOKUTOrO
npenapary FVIIa y xBopux Ha remodiniro 3 pisunmu tTunamu inriéiropis

Yacrora KinpkicTp 3 Yacrka KinpkicTp
8 Turp . Hassnictp Tun
Ne manienra siiGino KpOBOTEY/Ha cyrno6is- BA CIIOHTaAHHUX CIIOXKUTOTO iiiGine
Py 1 mic «MileHen» KpoBoTey, % FVIIa, Mxr/kr Py
1 7,5 1,3 0 + 66,7 4875,0 I
2 1,1 1,6 1 - 84,5 4425,0 1
3 11,7 3,0 3 - 92,5 9075,0 1
4 5,2 2,4 2 - 88,2 3450,0 I
5 5,64 5,4 1 + 74,0 5325,0 1
6 1,3 2,1 1 - 86,7 3150,0 I
7 23,4 2,8 2 + 62,5 4200,0 11
4425, 150,0-
Megiana | 56411238 | 24 (13-5.4) | 10(00-30) s easans) | GBI )
[1,3-11,7] [1,6-3,0] [1,0-2,0] [66,7-88,2] 5325,0]
+0,243
- -0,411
Koednule'}—rr +0,352 10,459 -0,935 10,266
KOpeJALii, r -0,077 +0.53 -0,061
+0,273 ?

IIpumimku: 1. IMokasuuxu nodano sk «mediana (MiHIMyM-MaKcumym) [HUNCHIT-8epXHITl KBAPMUNI]»; 2. «+» T — NPAMA 3aneiHHicmy; 3.
«» T = NPOMUNIEHCHA 3a7eHHICD; 4. Fpaaau,iﬂ KOPenAUitiHux 38’a3kie: 0,1 < rxy < 0,3 - cnabrutl, 0,3 < rxy < 0,5 - nomipnuii, 0,5 < rxy <
0,7 — nomimuuti, 0,7 < rxy < 0,9 - cunvruii, 0,9 < rxy < 1,0 - Oy.we CUNbHUTI.




