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AKTyaJbHOCTh. BTOpuuHas npoduiakTuka reMmopparunieckux OCI0KHEHUH y
NAIMEHTOB, CTPAJAIOUIUX TSKEJIOW BPOXKIECHHON reModuinel, mnpeaycMaTpuBaeT
CUCTEMATUYECKOE BBEJICHHE C 3aMECTUTEIHHOM Ie/IbI0 KOHIIEHTpaTa (pakTopa cBep-
teiBaHus KpoBU (KDCK) VIII B no3e 30-50 ME/kr Maccel Tena 2-3 pasza B HEJEIMIO.

Hean ucciaenoBannsi: 000CHOBATh WHAUBUYAU3AIUIO MPOBEACHUS BTOPUY-
HOM MPOQPMIAKTUKA TeMOPPATMYECKUX OCIOKHEHUU MpPU TsHKENIONW reModuianu A y
nerel ¢ yauetom hapMaKOKUHETHUYECKUX 0COOeHHOCTEH BBeneHHOTo (hakTopa VIII.

3agauu:

1 Ilpoananu3upoBaTh JaHHbIE UCTOPHIL OOJE3HM AETEH B3SATHIX HA BTOPUUYHYIO
PO IITAKTUKY TeMOPPAarnIeCKUX OCIOKHCHHMA

2 BpIsBUTh 0COOEHHOCTH (hapMakOKHHETHUECKoM kpuBoii pakxtopa VIII.

Martepuajbl u MeToabl. [IpoBeneH peTpOCIEKTUBHBIN aHAINU3 HCTOPUI 0O0-
JIE3HU 28 MaJIbUYMKOB, B3STHIX HA BTOPUYHYIO MPOMUIAKTHKY T€MOpPpParudyeckux oc-
noxknenuit ¢ 2009 roga o 2014 rox B I'Y “PHITLJIOI'ul1”’c 6a30BbiM ypoBHEM (hak-
topa VIII (FVIII) menee 1IME/dl (1%) u ypoBHem unruoutopos - 0 BU/mI. Ilepen
BBeeHreM ouepeaHoit 10361 KOCK VI SOME/kr peructpupoBaiu UCXOIHBIN ypo-
BeHb akTUBHOCTH FVIII 1 KoaryasiuMoHHBIN OTBET yepe3 15 munyt, uepes 1, 2, 6, 12,
24,48, 72 (96) yacoB nociie OKOHYaHUS MHPY3UHU JEKaPCTBEHHOTO CPEICTBA.

Pe3yabTathl U X 00cy:kaeHue. BoineneHo 3 rpynmnbl nauMeHToB. B nepBoii
rpynne aereit (n=14) yposenb aktuBHOCTH FVIII Mmenee 1% Obut nocturnyT uepes 72
yaca. [lepuon nmonypacnanaa (T'2), mpencraBieHHBIN Kak cpeHee apuPpMeTudeckoe u
95%-HbIii JOBEpUTENIBbHBIN HHTEpBa, coctaBmi 12,1 (11,1-13,3) gaca, kiupenc (Cl) -
3,18 (2,66-3,69) murkr -uac, koucranta snumuHaun (Kel) - 0,06 (0,05-0,06), 06bem
pacrpenenenus (Vd) - 55,5(48,2-62,8) mrkr', koarymsnroHHbLT otBet (Recovery in
Vivo) Ha BBenenne IME-«r™ - 1,89 (1,68-2,10)ME-dI™kr™". Bo BTopoii rpyrmie nereit
(n=8) yporenp aktuBHOCTH FVIII MeHee 1% mocturayt depe3 96 yacos. T2 HpeBbI-
man TakoBoit (p=0,00005; U-test), a Kel 6p11a Menbire (p=0,017), uem y nereit nep-
Boit rpyrmst. Cl FVIIL, Vd i Recovery in vivo na BBenenne IME-kr” He oTamuanucs
OT aHAJIOTMYHBIX MOKa3aTeNIed y JeTel NepBOM rpynnbl. B Tperbel rpymnne namnueH-
ToB (N=4) ypoBens aktuBHocTu (akropa VIII goctur 1% gepes 48 ywacos, T 2 co-
craBua 11,0 (10.1-11,9) gacos. Cl FVIII, Kel, Vd - 6butu 6onbiie (p=0,008) uem y
meteil BTopoil rpymmbl, Recovery in vivo 1,3(1,2-1,4) ME-dI™kr" 6bur MeHbIme
(p=0,006), uem y aeteil nepBoil U BTopoi rpymni. Hainnumne m”HruOUTOpHOIrO THMA OT-
BeTa y JIeTell TpeTbel rpymnmbl noarsepxkaano camwxenue (p=0,008) HopmanuszoBaH-
Horo AUC no 22,7 (12,2-33,1) ME-mi uac/IME«xr” mo CpPaBHEHHUIO C MEPBOM U
BTOpPOU I'PYyIIIaMHU.

BoiBoabI: mocTpoeHue GapMaKOKHHETHUECKON KPUBOM ISl KaXKJIOTO IMaleH-
Ta TO3BOJIUJIO WHAMBUAYATU3UPOBATH BTOPUUHYIO MPOQPUIAKTUKY KPOBOTECUEHHH,
COKPATHTh KOJIMYECTBO TOCMUTAIN3AIUN 1 3aTPAThl HA JICYCHHUE.



