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MHayKUMS UMMyHHOM TonepaHTHOCTH (MUT) sBnseTcs 0CHOBHLIM METOAOM 3pauKaLmMu UHrMBUTOPOB Y
nauveHToB ¢ reModpunveit A. Boicokoe conepskaHue dhaktopa Bunnebparpa (9B) B nnasmatnyeckom
KoHueHTpaTe chaktopa VIII (FVIII) MoxeT MMeTb [OMONHUTENbHbIE MPEUMYLLECTBA B OTHOLLIEHWM
poctukenms yenexa AT, lns nposenenns AT B Haww LieHTp obpatuncs Manbuvk 5 neT ¢ HrmbutopHom
dopmort reMocomnnum. Poautenn naumeHTa aanu cornacue Ha UCnonb3oBaHWe MHpopMaLmu, B TOM
uucne cpotorpachuii pebeHka, B HayuHbIX MccefoBaHuax U nybnukaumsx. Tutp uHrnbutopa K FVIII
coctaenan 0,52 BE/Mn, nctopuueckuit Nk uHrubutopa 28 BE/mMn. MNT Havanu uepes 3,5 ropa nocne
nepeoro obHapyskeHust uHrnbutopa. [ins npoeepenwst UNT 6bin ncnonbaoBaH KoHUeHTpaT FVIII ¢ BbicokuM
conepkaHneM ®B (emate MM). MAT bbina Hauata B peskume 100 ME/kr/cyT no FVIII B cooteeTcTBUM C
npoToKosioM, npeasioskeHHbiM United Kingdom Haemophilia Centre Doctors’ Organisation (UKHCDO),
C WCMNOSb30BaHWeM LIeHTPanbHOro BEHO3HOro focTyna. TUTp MHrMbuTopa nosbicuncs o 5,5 BE/Mn Ha
10-1 neHb 1 cTan oTpuuaTenbHbIM Ha 25-# aeHb VT, 3Hauenne aktueHocTH FVIII > 1% Bbino focTUrHYTO
Ha 25-11 peHb Tepanuu. MauneHT nNpekpaTun NPoMNaKTUKy LUYHTMPYOLWMM npenapaTtoM. OgHako
hapMakokumHeTuKa FVIII eLle He BepHynach K HOpMarbHbIM NMoKa3aTensaM, U naumeHT npogornskun UAT ¢
HayarnbHOW 00301 KOHLEHTpaTa. Mbl MPOBENM NOBTOPHYIO OLIeHKY NapaMeTpoB dhapMakokuHeTUKM FVIII Ha
120-#, 270-1 n 300~ gHW OT Hauana Tepanuu. NMKOBbIN ypOBEHb, MEPUOL, NOSTYBbIBEAEHUS M aKTUBHOCTb
FVIIl yuepes 24 4 nocne BBEfEHWA NpenapaTa NOCTENEeHHO YBENWUMBANWCH C TeueHneM BpeMenn. Ha 300-#
[ieHb Nepuop NoJTyBbiBeneHus bbin Bee eltie MeHbLue 7 4 (6 1), akTeHocTb FVIIE yepes 24 4 oT BBeLeHUs yke
cocrassisna 12,6%. Takum 06pasoM, NaLMEHT Hauan CHUKeHWE [03bl (NepBoHauanbHO [03a Bbina CHUsKEHa
[o 75 E[/kr 1 pas B cyTku). HesenaTerbHbIX ABMEHU B TeueHne 1 roga Tepanum He Habmopanock. C
423-10 iHA NaumeHT BbiN NepeBeneH Ha NPOMITaKTUYECKOE BBEAEHNE KOHLEHTpaTa B peskiume 50 ME/Kr
yepe3 feHb. Hamun npenctasneH cobCTBEHHBIN ONnbIT NpoBeaexHns AT nepBoi MnHWM € UCNOSIb30BaHNEM
KoHUeHTpaTa FVIII ¢ BbicokuM copepskaHueM ®B (Temate M). YbeanTenbHO NPOAEMOHCTPUPOBaHbI BbICTpoe
CHUKEHWE TUTPa MHIMBUTOpa M HopManu3auus hapMaKoKUHeTMYECKUX Nokasatenen FVIIl B otcyTcTBME
3HAYMMBIX KPOBOTEUEHWIA M TPOMBOTUYECKNX OCTOKHEHWIA.
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Immune tolerance induction with a high-purity von Willebrand factor
containing plasma-derived factor VIII concentrate in a child with
hemophilia A with inhibitors
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Immune tolerance induction (ITl) is the principal method of inhibitor eradication in patients with hemophilia A. The existing
guidelines generally recommend to start ITl with recombinant FVIIl concentrates, but the presence of VWF in plasma-derived
FVIII concentrates used for ITI may further influence the ITI success rate. A five-year-old male patient with hemophilia A with
inhibitors started ITI at our Center. The patient's parents gave consent to the use of their child's data, including photographs,
for research purposes and in publications. The patient had an inhibitor titer of 0.52 BU/mL at the start of the ITI and a historical
inhibitor peak titer of 28 BU/mL. The ITI was started 3.5 years after the first inhibitor detection. We chose a plasma-derived VWF/
FVIII containing concentrate (Haemate P) and started the ITl at a dose of 100 units FVIII/kg once per day using central venous
access, as proposed in the protocol developed by the United Kingdom Haemophilia Centre Doctors’ Organization (UKHCDO). The
inhibitor titer rose to 5.5 BU/mL on day 10 and became negative on day 25 of the ITI. The FVIIl trough level measured 24 h after
the last dose was > 1% on day 25. The patient discontinued prophylaxis with a bypassing agent. However, FVIIl pharmacokinetics
had not returned to normal yet, and the patient continued the ITI with the VWF/FVIII containing concentrate at the initial dose.
We reassessed the parameters of FVIIl pharmacokinetics 120, 270 and 300 days after the start of the ITI. The peak FVIII level, its
half-life time and the trough level measured 24 h after the last dose gradually increased over time. On day 300, the half-life time
was still less than 7 h (6 h), but the trough level at 24 h was as high as 12.6%. So, the patient started tapering off the medicine
(the dose was initially reduced to 75 units/kg once per day). No adverse events were observed during the 1 year of therapy.
Starting from day 423, the patient was switched to prophylaxis with the concentrate administered at a dose of 50 IU/kg every
other day. Here, we reported our experience with first-line ITl using the FVIIl concentrate with a high content of VWF (Haemate
P). A rapid decrease in the inhibitor titer and the normalization of the pharmacokinetic parameters of FVIII in the absence of
significant bleeding or thrombotic complications were convincingly demonstrated.
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bipaboTka HelTpanuaywwmx aHtuten (MHru-
6utopos) k chakTopy VIII (FVIII) npoucxoauT y
25-40% nauMeHTOB C Tsxenow OoOpMoN remMo-
dunmn A 1 npMBOAMT K HESIHDEKTUBHOCTM 3aMeCcTu-
TenbHoM Tepanuu KoHueHTpaTamu FVIII. BosHukHoBeHWE
MHrMBUTOPOB y NauUMEHTOB € reModounmen A nosbillaeT
PUCK TSKENbIX KPOBOTEUEHWI, Pa3BUTUSI CTOMKON apTpo-
naTv 1 dpaTanbHbIX FeMOPParMyeckmx ocnoxHeHui [11.

EouHcTBEHHOM NpoOBEpPEeHHON cTpaTernen apagu-
Kauuu nHrubutopa npu MHrnbutopHon dbopme remo-
dunun A (UFA) sBnseTca MHAYKUMS WMMYHHOM
TonepaHTtHocTu (MWT), KoTopas BKIloUaeT NMoBTOPHOE
BBefeHne KoHueHTpaTos FVIII [2-4]. lna nposeneHus
LaHHOW Tepanuu MOryT BbITb MCMOMb30BaHbl PasfvyHbIe
KoHueHTpaThl FVIII.

Hamu npeacTtaBneH KAMHWYECKUW Chy4vai npose-
neHus MNT ¢ npuMeHeHneM KoHueHTpaTa FVIII ¢ Makcu-
MarnbHbIM CofepskaHneM dpaktopa Bunnebpanaa ($B)
(Femarte MM, cooTHoweHue FVIII:®B cocTasnset 1:2,4).
Poputenu naumeHTa panu cormacue Ha MCMonb3oBaHWUe
nHcpopMaumu, B TOM uucne dotorpaduin pebexka, B
HaYYHbIX UCCMENOBaHUAX 1 Nybnnkaumsx.

KITMHWYECKUU CITYYAN

MaumeHT A., poxaeH B ceMbe 6e3 OTArOWEHHOro
no remMocpmnum aHamHesa. lposBEHNS NOBLILLIEHHON
KPOBOTOYMBOCTM Y Masibymka (KpymHble MOAKOMHbIE
rematoMbl 6e3 SBHOM MpefLIecTBYOLEn TpaBMbi)
CTanu o4eBMIHbI K Bo3pacTy 6 Mecsues. B BospacTte 10
MecsiLeB Bbina BnepBble onpeneneHa aktuHocTb FVIII,
cocTaBmBLIas 5%, ¥ NPOBELEHO MOMEKYSAPHO-TEHETU-
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YecKoe UccrnenoBaHue, BbiSBUBLLEE ONHOHYKIEOTUOHYIO
3aMeHy c.6496C>T B reHe F8. Takum obpasoM, bbin
yCTaHOBMeH anarHo3 remocomunum A. Yepes 1 Mec boino
MPUHATO PeLLeHne 0 Hayane NOCTOAHHOM NPOGUIAKTUKM
koHueHTpaTamu FVIII. B TeueHne nocnegyownx 5 mec
nauveHT nonyyan pekoMbuHaHTHbIN KoHueHTpaT FVIII,
HECMOTPS Ha 3HAUUTENbHbIE CITOMHOCTHM C Nepudepuye-
CKMM BEHO3HbIM JOCTYMOM.

B BospacTe 1 roga 3 Mecsues (MpuMepHo yepes
50 gHeit oT Hayana NPOMUMNAKTMKK) NauneHT Bbin
3KCTPEHHO FOCNUTanM3npoBaH B CTaLMOHap B CBA3KU C
Hanuunem nocTTpaBMaTUYECKON reMaToMbl NobHO-Te-
MeHHOM obnacTu, He NopfaloLEeicsa NEYEHUIO BbICO-
KMUMU po3aMu KoHueHTpaTta FVII (200 ME/kr/cyT).
Bbin onpeneneH TMtp nHrubutopa FVIII, coctaBuBLLni
12,2 BE. B cBsi3n C HannuneM BbICOKOPearnpyoLlero
nHrnbutopa peberky Bbin pekoMeHLOBaH nepexop Ha
npenapartbl WYyHTUpPYlOLWero AencTens (aHTUUHINON-
TOPHbIA KoarynaHTHbIA KoMnneke (AUKK) B pemume
85 ME/kr 3 pasa B Hefesnio). PerynspHas npodounaktuka
AVKK bbina HauaTa nocne nMnaHTaumm nopT-CUCTEMbI,
MO3BOJSIMBLUEN PELUMTb NPObNeMy TpyoHOr0 BEHO3HOMO
noctyna. Ha doHe npoBoavMol B TeueHue 2,5 roga B
AoMaLlLHux ycnosusx npocpunaktukm AUKK y naupeHTa
He BblNo 3MM3000B remMapTpo3a, NEPUOANYECKN OTMeE-
Yanucb remMaToMbl MAMKUX TKaHeN, KPOBOTEUEHUS CO
CIU3UCTBIX.

Mpu KOHTPONbHOM onpefeneHun yepes 1 rog ot
MepBOro BbIBIeHUs TUTP MHrnbuTopa cocTtasun 28 bE,
ewe yepes 1 rop — 0,45 BE.

Ha MoMeHT nepBuuyHoi rocnutanusauun 8 HMAL
OrOW uM. Omutpus Poravesa (BospacT pebeHka 5 ner)



y naumeHTa He BbINo CycTaBOB-MuULLEHEH. bbina npose-
[eHa OLeHKa COCTOsIHWSA CyCcTaBOB Mo Likane Hemophilia
Joint Health Scale — 2 6anna. AktusHocTb FVIII cocTa-
Buna 1,9%, tutp uarnbutopa k Hemy — 0,52 BE.

Bbinn paccMoTpeHbl pPasanyHble BO3MOMHOCTM
LanbHemnwen Tepanuun y nauventa ¢ UCA: npoponkeHue
MPOhUNaKTMKM NpenapaTaMu LWYHTUPYIOLLErO OeNCTBMS,
nepexof Ha Tepanuio amMmumnsyMaboM n Hayano UAT.

Beugy Toro, uto MNT aABnseTcs eAUHCTBEHHbIM
cnocoboM apaamKkauum MHrMBUTopa, a TakKe C y4eToM
OTCYTCTBMA Y NauneHTa dhakTopoB HebnaronpmsaTHoro
nporHosa (TuTp nHrnbutopa Ha ctapte < 10 BE, ucto-
puueckuit nuk uHrubutopa < 200 BE) B xone Tenemenu-
LIMHCKON KOHCYMbTaLUn COBMECTHO C JleyallluM BpayoM
n poautensMu pebeHka 6biO NPUHATO peLleHne o
Hauane UUT. C yueToM Hanuumnsa nutepaTypHbIX SaHHbIX
0 [OMOSTHUTENbHBIX MPeVMYLLEeCcTBax UCNONb30BaHUS
KoHueHTpaToB FVIII, cogepmxawmx ®B [5-7], B Kaue-
cTBe npenapata ana nposegexus VAT 6bin BoibpaH
KOHLeHTpaT ¢ Haubonee BbICOKMM copepskaHnem OB
(Cemarte ).

Ha MoMeHT noctynnenua 8 HMUL OITOUN um.
Omutpus Porauesa y pebeHka nmena MecTo AMcyHKLMSA
MMMNIAaHTUPOBaHHON PaHee MOPT-CUCTEMbI, B CBSA3W C YEM
Bbina npoBefeHa ee 3aMeHa Ha hoHe NPOPMNAKTUKM
AUKK.

WUT 6bina HavaTa B peskume 100 ME/kr/cyT no FVIII
B COOTBETCTBUM C NPOTOKOMOM, npennoxeHHbiM United
Kingdom Haemophilia Centre Doctors’ Organisation
(UKHCDO) [8]. Nuk nHrmbutopa Ha doHe UAT (5,5 BE)
Bbin pocTurHyT Ha 10-M geHb, oTpuuaTeNbHbIN TUTP
MHrnbuTopa — K 25-My fHIo, nocne yero bbina nccnepo-

PucyHok

KJIMHUYECKWUE HABJIIOOEHUA

BaHa thapMakokuHeTuka FVIII (pucyHok, rpadmk cuHero
useta).

CornacHo pesynbTaTtaM apMakOKMHETUYECKOro
aHanusa, aktusHocTb FVIII HakaHyHe ouepepHoro
BBefeHus cocTasnana 6onee 1% (4,5-5%), B cBszm ¢
yeM BbIno peLLeHo nNpekpaTuTb NnpodhunakTuky AUKK.

CornacHo CyLlecTBYIOLMM PEKOMEHAALMAM, LOKa-
3atenscTBoM ycnexa AT ponskeH ABRATLCA HE TONbKO
oTpUUaTesbHbIA TUTP MHIMBUTOpa, HO U HopManW3aums
napameTpoB chapMakokuHeTuku [9]. Beuay Toro, uto
HopMarnbHbIN nepwog, nonysbiBeaeHus FVIII, cocTasna-
IOLLMIA 7 Y, BOCTUrHYT He Bbifl, NPy BbINUCKE U3 CTauu-
OHapa MauneHTy 6bI10 PEKOMEHA0BAHO MPOAOITKEHNE
WWT B cTapToBoM pesume (100 ME/kr/cyT no FVIII).

Janee uccneposaHve hapMakOKMHETUKM NPOBO-
punocb Ha 120-i, 210-# v 300-# gHK oT Havana UAT
(pucyHok). 3a Bce BpeMs HabniogeHUs nocne oTMeHbl
nnaHosoi npochunnakTnkn AUKK y naumeHTa He Bbino
3MNM130[0B MPOPbIBHLIX KPOBOTEYUEHWI, [OMOSTHATESbHbIX
BeeneHunt AMKK He Tpebosanoce.

HeobxognMMo 0TMETUTb, UTO, HECMOTPSA Ha OYEBMIHOE
n3MeHeHve PopMbl hapMaKOKMHETUUYECKON KPUBOW U
yBenuyenne AUC, TpebyeMbit napameTp 7-4acoBoro
nepvona nonyebiBeneHus FVIII gocTurHyT He 6bin. Tem
He MeHee Bbicokas akTuBHOCTb FVIII nepen cnegyowmnm
BBEeHMEM KoHueHTpaTa (12,9%) ceupeTenscTeoBana
06 ycnewHon anMMUHaumMmM mHrubutopa. KopoTkui
nepuon nonysbiseneHus FVIII (6 u) Bbin pacleHeH Kak
uHauBmayanbHasi ocobeHHocTb naumenTa. C 300-ro gHs
NWUT bbino HauaTo NOCTEMEHHOE yMEHbLUEHUE A03bl
Femate M (nepsoHauanbHo 0o 75 ME/Kr/cyT). CHukeHue
[03bl NpenapaTa nposogunocb 1 pa3 B 2 Mec, nepepn

®dapMakokmHeTurka FVIII Ha 30-i, 120-i, 210-11 n 300-# gHK oT Hayana UUT

Figure

FVIII pharmacokinetics 30, 120, 210 and 300 days after the start of immune tolerance induction (ITI)

120
110
100
90
80

g o
o o o

AkTnBHOCTb FVIII, %
FVIII activity, %

S
o

30

O i

2 4 6 8 10
Bpems ot BBenenus FVIIL, y
Time from FVIIl administration, h

— 30 gHewt UUT
30 days of ITI

— 120 pHent UNT
120 days of ITI
210 pHen AT
210 days of ITI

— 300 gHent MINT
300 days of ITI

12 14 16 18 20 22 24

Pediatric Hematology/Oncology and Immunopathology
2022 | Vol. 21 | Ne 2 | 122-126



KaxObIM U3MeHeHueM pexmma MNUT oueHmBanuch TuTp
MHrMbuTopa u akTmeHocTb FVIII HakaHyHe ouyepeaHoOro
BBeAeHuA. TUTP MHrMBMTOpa OCcTaBasnCst OTPULATENbHbIM.
Ha dooHe Tepanuu B fo3e 75 ME/Kr/cyT aktueHocTb FVIII
yepes 24 y oT npeployLLero BBeaeHus coctasuna 9,4%.
Ha 360-1 neHb Tepanuu NMPOBEREHO CHWKEHWE [03bl O
50 ME/kr/cyT. Ha choHe faHHOI Tepanuu akTUBHOCTb
FVIIl yepes 24 y oT npepnbinyLLero BBeAeHWsi cOCTaBusa
6%, nocne vero 6bin KoHcTaTUposaH ycnex UAT, u Ha
423-1 feHb Tepanuu naumeHT Bbin nepesefeH Ha CTaH-
LapTHbIA peskuM npodomnaktuku (50 ME/Kr/cyT uepes
OeHb). B TeueHne 1 Mec NpodoMnakTMUYECKOro fieyeHms
reMopparmyeckmx NposiBMeHWN OTMEeYeHO He bbino.
MaumneHTy 3annaHMpoBaHO NOBTOPHOe NabopaTopHoe
obcneposaHue Ha 510-11 aeHb oT Havana UAT.

OBCYXXOEHUE PE3YJIbTATOB UCCJIELOBAHUSA

B HacToswee Bpemsa UWUT asndeTca Hambonee
adpdhekTnBHOM M BesonacHon cTpaTeruen spaou-
Kauuu MHrMBUpYIOWNX aHTUTEN Y NaLMEHTOB C remMo-
cpunueit A [10]. CymmapHas 3hpeKTUBHOCTb AAHHOMO
noaxopa pocturaet 80% [11, 12]. BoigBNeHO HECKOSbKO
dhaKTOpOB, MO3BOMAIOLLMX CMPOrHO3MPOBaTb pe3ynbTaTt
NAUT, knioyeBbIMU 13 KOTOPbIX SABASAIOTCA Bpems OT
MOMEHTa BO3HWKHOBEHMSA WMHrMbuTOpa [O Havana
Tepanuu, 3Ha4YeHWEe Ha MOMEHT Hayana Tepanum U UCTo-
puueckuit MakcumyM [10]. B npounniocTpupoBaHHOM
HaMu cryyae bbiny BbIMOSIHEHbI 2 U3 3TUX KPUTEPHEB
(ucTopnueckuit nuk Tntpa 28 BE 1 TUTP MHrMbKTOpPa Ha
MOMeHT Hauyana MNT 0,52 BE). B HacTosLlee BpeMs C
MOSIBSIEHMEM HOBbIX METOROB Tepanuu noaxopdbl K AT
nsMeHunucob. BHegpeHue B npakTuky neyenusa WA
aMuum3dymaba no3BOSIMMO 3HAYMMO CHU3UTL KOonuye-
CTBO reMopparuyecknx annsonos y aeteit [13]. Takum
06pasoM, BCTan 3aKOHOMEpPHbIN BOMPOC: eCTb N1 BoobLle
HeobxopmmocTb npoeefenns UAT y naumenTos ¢ UTA?
OewncteutensHo, MAT noTeHuManbHO accouMMpoBaHa
C PWCKOM Pas3BUTWUA OCIOMHEHWUIA, HEOBXOOMMOCTbIO
MCNOMb30BaHNSA MOCTOAHHOrO BEHO3HOro [OCTyna,
MOBTOPHbIX FOCMMTanM3aumin ons nposeneHns gapma-
KOKMHETUYECKUX UCCIIef0BaHNN N KOPPEKLMUN [03bl 1
TpebyeT BOMbLUMX YCUINIA HEe TOMBKO OT CUCTEMBI 34pa-
BOOXPaHEHWS, HO U OT CeMbM NauueHTa. Kpome Toro, B
psine 3apybesHbIX UCCNefoBaHWi NPOAEMOHCTPUPOBaHbI
3KOHOMMWYECKMEe MpenMyLLLecTBa NPoBefeHNs Tepanum
UIA c wncnonb3oBaHneM npenapaTta 3aMmuuumsymab
[14, 15]. OpHako He cTouT 3abbiBaTb, YTO, HECMOTPSA
Ha BbICOKYI0O 3DPEKTUBHOCTbL, fAHHAA Tepanusa He
MPMBOAMT K 3paguKkaumu uHrmbutopa u He cnocobHa
MOJIHOCTbIO HMBENUPOBATb reMOpparnyeckue Nposie-
NEHNA, YTO AUKTYeT HeobX0AMMOCTb MPUMMEHEHWs npena-
paToB LUYHTUPYIOLLEro NeiCTBUS,, 0COBEHHO B Cryyasx
MPOBEAEHNs OmnepaTMBHbIX BMELLATeNbCTB M Ha (hoHe
TpaBM. He BbI3biBaeT COMHEHWI, YTO 3aMecTUTeNbHas
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Tepanusa “MeeT psA NPevMMyLLeCTB nepef npenaparamu
LUYHTMPYIOLLEr0 OENCTBUA. [0303aBUCUMbIN 3QAEKT,
nerkocTb nogbopa [o3bl M JBOCTYNHOCTb KOHLEHTpaTa,
BO3MOMHOCTb flabopaTopHoro KoHTpons. Kpome Toro, B
MoCnenHVe rofbl CTAHOBATCA AOCTYMHbIMU KOHLEHTPaTbI
FVIIl ¢ nponoHrMpoBaHHbLIM NeproaoM MoslyBbIBEAEHUA
[16], a Take aKTMBHO pa3pabaTbiBaloTCS HOBbIE KOHLIEH-
TpaTbl, MO3BOMSIOWMNE YBENIMYNTL NEpUOg MOSyBbiBE-
nenuna FVIIL po 49,4 4 [17]. He cTtouT Takske 3abbiBaTb
0 pasBUTWM FEHHOW Tepanuu, nossonsowen [obuTbes
CTOMKOMN pemMuccun 3aboneBaHnst Ha NPOTSXKEHUM 5 neT
v 6onee [18]. YuuTbiBas BbilLleCKa3aHHOE, Mbl CUUTAEM,
yto npoeeaeHne NUT He TONbKO UMeeT CMbICA, HO
n siBNAeTcs Tepanuen Bblbopa. Tak, nocne ycnewHo
nposeneHHon MWT nepen naumeHTOM OTKpbIBaeTcs
ropasno bonbllue NepcrneKkTUB fanbHenwen Tepanuu, a
B Cryyae ee Hea(P(PEeKTUBHOCTM BOSMONKEH NEPEBO Ha
npodomnakTMKy aMnumnsymabom. HemanoBaskHbIM ABNA-
eTca Bonpoc Bblibopa KoHueHTpaTta ana VAT, XoTa B
HacTosiLLee BpeMs HeT ybeanTesNbHbIX JaHHbIX, NO3BO-
NAOWMUX 0TAATb NPeanoyYTeEHNe TOMY UM MHOMY BULY
KOHLIeHTpaTa, pesyfbTaTbl UCCMEA0BAHUI C NPUMeHe-
HMEeM MpenapaToB C BbICOKUM cofepxaHnem OB nemMoH-
CTPMPYIOT BbICOKME NokasaTenu ycnexa UAT [6, 7, 11,
12]. Ocoboro BHUMaHUA 3acnyKunBaeT 3EKTUBHOCTb
npenapata ['emMaTe [1 He TOMbKO MpW NEPBOWA, HO M NpU
nocnenylowwmx nonbitkax MNUT [5-7]. BoaMoxHo, Takue
nokasaTenu NpoaMKToBaHbl Buonornyeckoi posnbio OB,
KOTOpbI# cBsA3biBaeT v 3awmwaet FVIII ot npoteonutu-
YeCKOro pa3pyLleHusi B KPOBOTOKe, AOCTABMAET ero K
MEeCTY NOBPEXAEHNA KPOBEHOCHbBIX COCYAOB M ABNSETCA
napatonom ansa uHrubutopa FVIII.

3AKITIOYEHUE

Hamn npopemMoHcTpupoBaH nepBbii B Poccuun
cnyyai 3hheKTUBHOrO NpUMeHeHUs KoHueHTpaTa FVIII
C BbICOKUM cofiepskaHvem ®B (emare IM) B Tepanuu AT
y pebeHka, no3sonuBLUNIA [OBUTLCS BbICTPON 3paaun-
Kauum uHrubmTopa 6e3 0CNoMHeHWn. Mbl cuMTaeM, uto
WWUT ocTaetcsa Tepanuer Bbibopa y naumeHtoB ¢ WA,
a nopxofn C NPUMEHEHMEM KOHLEHTPATOB C BbICOKUM
copepxaHveM OB ABNSETCA NePCNEKTUBHBIM.

UCTOYHMK ®PUHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbM NOLTBEPAUIV OTCYTCTBUE KOHCDIMKTA MHTEPECOB, O KO-
TOPOM HeobxoaUMo cooBbLUUTB.
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