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’Tocydapemeennoe agmoHomMHoe yupedicoeHue 30pagooxpanenust Amypckotl obnacmu «Amypckas obracmuas
demckasl KuHuyeckas bonvuuyay, 675005, e. Brazosewenck, yn. Oxmsbpockas, 108
STocydapemeennoe agmonommoe yupesicoenue 30pagooxpanenus Amypckotl obnacmu «Amypckas obracmuas
KIUHUYeckas oonvruyay, 675028, e. Bracosewenck, yi. Bopoukosa, 26

PE3IOME. Ilean. PetpocniekTrBHOE M3y4YeHUE Y3PPEKTUBHOCTH U OE30MIACHOCTH MPUMEHEHUS Tpernapara (akropa
VIII (FVIID) Angeiit® (Oxrokor anbda) 1yist npohHIaKTHYe CKOTO JICUEHHUsI U KYIIMPOBAHKS OCTPBIX 3MHU3010B KPOBOTOUH-
BOCTH Y NIAIIMEHTOB C reMouineil A, IpoXXuBaroImMx B AMypckoii oonactu. Marepuasasl u MeToasbl. [IpoBeneHo per-
POCIIEKTHBHOE HAOIIOATEIbHOE MOHOIIEHTPOBOE MHUIIMATHBHOE UCCIICJOBAaHUE PE3yJIbTaTOB IPUMEHEHHs TIpernapara
«AZBEUT», KOTOPOE MPOBOJMIOCH B paMKaxX PyTHHHOHN KinHHuYecKo# npakTuku (2017-2019 rr.). Co3naHbl ABe IpyMITbI
CpaBHEHUSI, B KOK/IYIO BKIIOYCHBI 14 OONBHBIX C TSHKEJIOW M CpeHeTshKeNnoi popmamu remodunun. Kaxnas rpynmna co-
cTosiia U3 2 moArpyni: A — 1o 5 GOJIBHBIX B Bo3pacTe crapiie 18 jer ¢ HammuueM reMoQHIMYecKol apTpoIaTh, MoJTy-
YaloUIMX TPETUUHYI0 MpodunakTuky (1A — npenapartom «AnBedT» u 2A — apyrumu 3apyoexHbiMu nipenaparamu FVIID);
b — o 9 martueHToB B Bo3pacte 1o 18 neT, 6e3 mpu3HakoB HEOOPATHMMOTO TOPAXKEHUSI CYCTABOB, TIOJTYYAIOIINX TICPBUIHYIO
1 BTOpHYHYIO poduinakTky (1b — npenapatom «Anseit» u 2b — npyrumu 3apyoexusivu npenaparamu FVIID). B padore
HCIIOJIb30BAIIN PE3YIIbTaThl MHMBUIYJILHOTO COOSCEJOBAHMS M KIIMHMYECKOT0 OCMOTpa OOJIbHBIX reMouitieii A, TaHHbIe
amMOyJaTOpHBIX KapT U THEBHUKOB, KOTOPBIE BEIH MAIIMEHTHI WK UX POIUTENHN U B KOTOPBIX (PUKCHPOBAJIKMCH TE MIIH HHBIE
coOBITHS B IepHoJ podriakTudeckoro seuenus npenaparamu FVII. Pesyabrarsl. [Ipenapar «Anseitt» npu nposese-
HUH KaK Npo(UIaKTHYECKOW Teparyy, TaK U MPH KyNHPOBAHUH OCTPBIX KPOBOTEUEHHUH, 110 3(PPEKTUBHOCTH HE YCTyMaeT
npyrum kortertparam FVIIL ¥V nanuenTtoB noarpymnmsl 1A (¢ HatnureM reMoGHIMYeCKOi apTporiaTuy) yianoch CHU3UTh
4acToOTy KpoBOTeUeHHH Ha 97% 110 CpaBHEHUIO C TIEPHOJIOM, KOT/Ia 3TH TALUESHTHI MOy Yalli TEPAITUIO «I10 TPEOOBAHUIOY,
YTO COOTBETCTBYET pesysibraTaM B roarpymnme 2A. [Ipodunakrnyeckas tepanusi Kommepueckiumu npernaparamu FVIIL B
TOM 4HCIIe TIpernapaToM «AJIBEUT», Ha4YaTas B IETCKOM BO3PACTe, MO3BOJIIIIA H30€KaTh TSDKEIBIX, YTPOXKAIOUINX KU3HH
BapUaHTOB KPOBOTOYMBOCTH U PAa3BUTHUS OPTONEANYECKOM MaTonoruu. Tepanus npenaparoM «AIBEHT» MalUeHTOB ¢ Te-
Mo(uimei A He CONPOBOXKIANIACH PAa3BUTHEM TOKCHYECKUX, TPOMOOTEHHBIX I HMMYHOI'€HHBIX PEaKIfii. 3aK/Ii04eHne.
C yueToM cBoell 3 PEeKTUBHOCTH 1 OE30MACHOCTH TIperapar «AIBEHT» MOXKeT d(PPEKTUBHO UCTIONH30BATHCS IS TPOQH-
JIAKTUKY U KYMHUPOBAHHUS OCTPBIX KPOBOTEUEHUH NIPU reMOo(rIInm.

Knrouegvie crosa: cemounus A, eemoppazuneckuii cunopom, npoguraxmuieckoe aeuenue, Aoseim.
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SUMMARY. Aim. A retrospective study of the efficacy and safety of the use of the Advate® (Octocog alpha) factor
VIII (FVIID) drug for the preventive treatment and reduction of acute bleeding episodes in patients with hemophilia A
living in the Amur Region. Materials and methods. A retrospective observational monocentric initiative study of the re-
sults of the use of the Advate® was performed, which was carried out as part of routine clinical practice (2017-2019). Two
comparison groups were formed; each included 14 patients with severe and moderate forms of hemophilia. Each group
consists of 2 subgroups: A— 5 patients over the age of 18 years with hemophilic arthropathy, receiving tertiary prophylaxis
(1A — with the Advate and 2A — with other foreign drugs FVIII); B — 9 patients under the age of 18 years, without signs
of irreversible joint damage, receiving primary and secondary prophylaxis (1B — with Advate and 2B with other foreign
drugs FVIII). The work used the results of an individual interview and clinical examination of patients with hemophilia
A, data from outpatient records and diaries kept by patients or their parents and in which certain events were recorded
during the period of prophylactic treatment with coagulation factor VIII (FVIII) drugs. Results. As a result of the study,
data were obtained that the Advate during both prophylactic therapy and reduction of acute bleeding is not inferior in ef-
fectiveness to other FVIII concentrates. In patients of subgroup 1A (with the presence of hemophilic arthropathy), it was
possible to reduce the frequency of bleeding compared to the period when these patients received therapy “on demand”
by 97%, which corresponds to patients from subgroup 2A. Preventive therapy with commercial FVIII drugs, including
Adbvate, started in childhood, made it possible to avoid severe, life-threatening options for bleeding and the development
of orthopedic pathology. Advate therapy for patients with hemophilia A was not accompanied by the development of toxic,
thrombogenic and immunogenic reactions. Conclusion. Advate® can be effectively used for the prevention and reduction
of acute bleeding in patients with hemophilia.

Key words: hemophilia A, hemorrhagic syndrome, preventive treatment, Advate.

I'emoduius — HacIeACTBEHHOE 3a00JI€BaHUE CBEPThI-
BalolIeil CUCTEMbI KPOBHU, BO3HHUKAIOLIEE B pe3y/bTaTe Je-
¢uiura paxropa cepreBanus kposu VIII (remodummmst A)
w X (remoduius B) [1]. OcHOBHOE KIIMHUYECKOE ITPO-
SIBIICHHE JIAHHOTO 3a00JIeBaHUSI — KPOBOTEUCHHSI M KPO-
BOMB3JIMSIHUS, BOSHUKAIOIME CIIOHTAHHO HJIM BCIIECTBUE
TpaBMbl. Tun HacienoBanust — X-ClUEIUICHHBIH (00Jer0T
MY)KUHHBI, & IEPEJAaTYNKH MAaTOJIOTHIECKOTO I'eHa — JKeH-

reHa, kogupytouiero FVII (Xq28) umu rena, kogupyro-
miero FIX (Xq27) [2]. Temodunus A (neduuut VI paxk-
Topa cBepThiBanms1) cocTasisieT 80-85% ot obiero uncia
ciydaeB remoduinun, remopmims B (nepunur IX dak-
Topa) coctasisiet 15-20% [1].

Pasznuuaror Tsokenyro (Menee 1% medummTHOro (hak-
Topa), cpenanersukenyto (1-5% dakropa) u sierkyto (5-40%
HemocTaromero hakropa) GopMbI FTeMOPHITHH.

mmHel) [2]. [IpuunHOi reMoQuiany sSBISETCS MyTalus

b

Puc. 1. Iedopmupyroliuii apTpo3 KOJICHHBIX CYCTAaBOB y 00JIbHOTO reModuiined A, TSKEIIOH CTeNeHH. A — BHCITHUI
BUJ, b — peHTreHOrpaMma B IpsIMO¥ MPOSKIINH: 3HAUUTESIILHOE CY)KCHUE CYCTaBHOM IIICITH, C HATMYMEM BBIPAKCHHOM 3KC-
KaBaIl[iM CYCTaBHOM IMOBEPXHOCTH MEIHAILHOTO MBIIIENIKA OOJBIICOCPIIOBOM KOCTH, €€ MEPECTPONKO, KPaeBBIMH KOCT-
HBIMH pa3pacTaHHUsIMU, BBIpaKCHHAs ne(opMalius CyCTaBHBIX TOBEPXHOCTEH.
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A b

Puc. 2. lebopMupyronuii apTpo3 JOKTEBOr0 CycTaBa y 00JIbHOTO reMopuined A, TSHKEIION CTeTIeHH.

B r

Puc. 3. AHKMI10361 000MX KOJICHHBIX CYCTaBOB y OOJBHOIO reMOGMINCH A, TsDKEJION cTerneHu. A, b — BHEIIHUIT BUI.
B, I' — peHTreHOrpaMMBbI: OTCYTCTBHE CYCTaBHOM IIEITH; MIEPEXO]] CTPYKTYPBI OJJHON KOCTH B IPYTyH0; OTCYTCTBHE U300-
pakeHHsI KOHTYPOB CYCTaBHBIX KOHI[OB KOCTEH, 00pa3yIOIIHNX CyCcTaB; BRIPaKEHHBIH O0CTEOMOPO3.
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KpoBouznusiHust B CycTaBbl (reMapTpo3bl), CIIOHTaH- BHYTPUMBIIIEUHbIE, TTOAKOKHBIE KPOBOU3IUSIHHUS MOTYT
HBIE U MOCTTPAaBMaTHYeCKHe, CIOCOOCTBYIOT Pa3BUTHIO MIPUBOANTH K aHEMU3ALMH TTAIUEHTOB U (DOPMHUPOBAHUIO
CEephEe3HOT0 OCIOKHEHUSI — TeMOPUITMYECKON apTpoIaTHi T.H. «rcespoomyxoneih» [3]. XKemynouHo-kuuieyHsle, mo-
[3]. HacTble KpOBOM3IUSHUS B KPYIHbIE CYCTaBbl, HECY- YeyHble, BHYTpUUYEPEITHbIE KPOBOTEUEHHSI M KPOBOM3IHUS-
1€ OCHOBHYIO OTIOPHYIO U JIBUTATENIBbHYIO (YHKINH (KO- HUS SBJISIIOTCS YTPOXKAIOIIMMU JJIs JKU3HU HAI[UEHTOB C
JICHHBIC, TOJICHOCTOITHBIC, Ta300CIPCHHBIC, JIOKTEBHIC, remMouirei. Y OOJIBHBIX C TSKEJIOW M CPEIHETKEIION
TUICUEBBIE) SIBISIOTCS TIPHYUHON pa3BUTHS Ae(HOPMUPYIO- ¢dopmamu remoduiny HOpMHUPYETCsl BTOPHYHBINA PeBMATO-
LIUX apTPO30B M aHKUJI030B ATHUX CYCTaBOB (puc. 1-3), un- uaHbIl cunapoM bapkarana-Eroposoii [4] (puc. 4).

BaJIyuu3aluu IManyvcCHTOB. O6I_HI/IpHI)Ie MCXKMBIIICYHBIC,

b

Puc. 4. Bropuunsiii peBMatouiHbIi cHApoM bapkarana-EropoBoii y 60nbHOTO TeModuireit A, TsHKeoi creneH. A
— BHEIIHUH BUI; b — peHTreHorpamMmMa: BBIABIIAIOTCS BCE XapaKTepHbIe MPU3HAKU PEBMAaTOMIHOTO apTPUTA — CY’KEHHE CY-
CTaBHBIX 1Ieel MeX(araHroBbIX CYyCTaBOB, AMHU(U3APHBIA 0CTEONOPO3, y3ypallHs CYyCTaBHBIX ITOBEPXHOCTEH.

[TosiBieHHEe COBpEMEHHBIX MpenapaToB — KOMMepye- JKAIOIUX KPOBOTEUEHUII;
ckux koHueHTparoB ¢axropos VIII u IX, 3HaunTespHO * TPETUYHAsl — HAYUHAETCS BO B3pOCIIOM BO3pacTe IS
YIYUIIHIO Ka4eCTBO JKU3HU OOJIBHBIX TeModuinel, 1o MIPEeIOTBPALCHHS KU3HEYTPOXKAIOIINX KPOBOTCUECHUHN U
cpaBHeHMIO ¢ mepuogoM o 2005 rona, xorga B Hamie YMEHBIIIEHHsI IPOTPECCUPOBAHUS yrKe UMEIOIIeHcs apTpo-
CTpaHe OHH TOJTyYaJIH JISYeHHE TI0 TPEOOBAHUIO KPHOTIpEe- MaTHH, 11eJIb — MIPUOCTAHOBKA KIMHUYECKUX CUMIITOMOB
LUITUTATOM WK cBexke3aMopoxeHHo riasmoit (I1C3) [5]. apTponaTuil U NMpeA0TBpAIllEHUE APYTHX OCIOKHEHUH.
Lenmn coBpeMEHHO# Tepanuu reMOQHINKI: TPEI0TBpaIle- [IpodmnakTiueckoe jgedueHne MaHeHTOB C THKEIOH 1
HUE Pa3BUTHSI XPOHUUECKON apTPONaTHH, TSHKENBIX U KU3- cpeHeTshKeNol (hopMaMy reMOQHIHN TI03BOJIMIIO 3HAYH-
HEYTrpOXKAIOUINX KPOBOTEUEHH, OOJIEBOTO CHHJIpPOMA, TEJIbHO YMEHBIINTh YaCTOTy KPOBOTEUEHUH M HACTyILIe-
yAaydllIeHue KadecTBa sku3HH [6]. Mcnons3yroT nBe mpo- HUE apTpoIaTHH, IO CPAaBHEHHIO C Tepamuen «Io
rpaMMBbl JICYCHHUS: 110 TpeOOoBaHUIO (KyIMpoBaHHe/oCcTa- TpeboBanuio» [5]. DPdexTHBHOCTH MPOPHUIAKTHUECKOTO
HOBKa KPOBOTEYEHHS) U NPOPHIAKTHUECKOE JIeUeHUE JIEUEHUsI KOHTPOIUPYETCS KIMHUYECKH — HEeOMyIIeHUE
(cucremarnyeckoe BBEJICHUE KOHIIEHTPATOB Ie(DUIIMTHOTO Ooiee IBYX CIIOHTAHHBIX T€MapTPO30B WIIM YETHIPEX JIpPy-
(baxTopa CBEpPTHIBAHHS KPOBH C IIEJIBIO MPEIOTBPAICHUS I'MX KPOBOTEYEHUH B TOjl, U JaOOPAaTOPHO — OCTATOUHBIN
pa3Butusa kpoBoreueHuit) [7]. B Poccun B HacTosiee ypOBeHb (pakTopa Iepes ouepeTHbIM BBEACHUEM JIOIDKEH
BpEMsI UCTIONB3YETCS MPOPHIAKTHIESCKOE JICUCHUE 00JTh- ObITh He HIKe 1% [11, 12]. JIns nanupeHTa ¢ reMopuiInei,
HBIX TSDKEJIOW U CPe/IHeH CTereH! TShKeCTH (popMamu re- MIePEABUTAIOIETOCS MTPU IIOMOILU Kpecia-KaTalKu, 10CTa-
Mo [1, 8]. TouHO 1% ¢hakTopa, 11 MalMeHTa, MPOBOJISIIETO JICHb B
PaznuyaroT creyroniye BapruanThl MPOPHUIAKTUKH [9, AKTUBHOM JIBUKEHUU — HE MeHee 3%, U TP 3aHATHH JIer-
10]: KUMH BHJIaMH criopTa (Oer, BelocHIie N, TiIaBaHnue, TEHHHUC)
° NIEPBUYHAS — HAYMHACTCS 10 PA3BUTHSI JIFOOOTO TIO- — He MeHee 12% ocrarouHoro (akTopa cBepThiBanus [ 13].
BPEKICHUS CYCTaBa, 10 IBYXJICTHETO BO3PAcTa M XOTs ObI [Ipu HU3KOM OcTaTouHOU aKTHBHOCTH (hakTopoB VIII mim
JI0 BTOPOTO 3MHU30/1a KPOBOTEUECHHU A, LIENIb — TPEOTBpAILle- IX — menee 1%, puck pa3BHUTHsI CIOHTaHHBIX KPOBOTEYE-
HUE Pa3BUTHE apTPONATUH WU )KU3HEYTPOXKAIOIIUX KPO- HUlt oueHsb BhICOK [1, 13].
BOTEUEHUI; [Ipenapar ¢axropa cBepreiBanust kpou VIII — An-
* BTOPUYHAs — HAYMHAETCS [0CIIe Ha9aJIbHOTO MTOBPEX- BelT® (OKTOKOT aib(a) MPOU3BENEH METOIOM PEKOMOH-
JIEHUS CyCTaBa WJIM CEPhE3HOT0 KPOBOTEUEHUS, LEb — HAaHTHOW TEXHOJIOTHHU B KYJIbTYpe OBAPHAIBHBIX KJIETOK
yYMEHbILICHNE YaCTOTHl KPOBOTEUEHNUH, pa3BUTHS CyCTaBOB- KHTACKOrO XOMsUKa, 0e3 J100aBJIeH s TPOTEHHOB Yello-
MHUILIEHUH, TPOrpecCUpOBaHUS apTPOIATHH U KU3HEYTPO- BEYECKOT'O MJIHM KMBOTHOTO NMPOUCXOKICHHS B Tpoliecce
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KyJITHBUPOBAHUSI KIIETOK, OYMCTKH MM OKOHYATEIBHOIO
[PUTOTOBJICHUS IIpenapara. AJBEHT® COIEPKUT PEKOMOH-
HaHTHBIA (akTtop cBeprbiBanusi kpoeu VIII (okTokor
anbda), NIMKOIIPOTENH ¢ aMUHOKHUCIIOTHOW TOCIIEI0Ba-
TENILHOCTBIO, aHAIOTMYHOH uenoBeueckomy dakropy VIII.
[Ipu BBeneHUM mpernapaTa IMalueHTam, CTpaIaronuM re-
ModuiHen, OKTOKOT anb(a CBA3BIBACTCS C SHAOTCHHBIM
¢axropom Busnebpanna. AkruBupoBanHblid paxkrop VIII
JIeHCTBYeT Kak KO(akTop akTUBHpOBaHHOTrO (hakTopa [X,
ycKopsis mpeoOpa3oBanue (pakropa X B aKTUBUPOBAHHBIH
¢axrop X. AKTHBUPOBaHHBIN (hakTop X CIOCOOCTBYET Te-
pexozy nmpoTpoMOuHa B TpoMOUH. TpoMOUH, B CBOIO O4e-
penb, crocoOCcTBYeT nepexony pubdpuHoreHa B GUOpHUH,
YTO MPHUBOJMT K 00pa3oBaHuIo crycrka. KiimHnyeckue mc-
cienoBaHMs mpemnapara «AJBEWT» B MEXIyHapOJHON
MIPaKTHKE TI0KA3aJIM €ro BHICOKYI0 3 (PEKTHBHOCTD KaK JUTsl
KyIIMPOBAHUSI OCTPBIX 3ITU3010B KPOBOTOYHBOCTH, TaK U
JUTs IPOUIIAKTHIECKOTo JiedeHus [ 14].

[enpro JaHHOTO MCCIEOBAHUS SIBUJIOCH PETPOCIIEK-
TUBHOE U3y4eHHEe d(PPEKTUBHOCTH U OE30MACHOCTH TPH-
MEHEHHs Tperapara « AIBeiT 11 TpoQUIaKTHIECKOTO
JIEYSHUsI ¥ KYTTUPOBAHHUS OCTPBIX SMIH30/10B KPOBOTOUHUBO-
CTH y TAIMEeHTOB ¢ reModuinedl A, TPOKHBAIOIINX B
Amypckoit obnactu.

MaTepI/IaJI])I U METOAbI HCCJICAOBAHUSA

[IpoBesieHO peTpOCHIEKTHBHOE HAOIOIATETLHOE MOHO-
LIEHTPOBOE MHUIIMATUBHOE MCCIEJOBAHUE PE3yIbTAaTOB
MIpUMEHEHUs pernapara «AJIBeUT, KOTOpOe MPOBOAMIOCH
B paMKax pyTHHHOH KinHH4Yeckod mpakrtuku (2017-2019
IT).

B kaxxayto rpymity BKiItOUeHO 14 G0NBHBIX TeMO(UITHii.

Kpumepuu eéxnrouenus NaleHTOB B UCCIIEIOBAHNUE!

* TshKeIas ¥ cpeiHeTsbkenast popmbl remodrimin A (ak-
tuBHOCTh FVIII Menee 1 u 1-5%, COOTBETCTBEHHO);

* orcyrcrBue naruouropa k FVII npu nposenenuu
CKPUHHHIA ¥ B aHAMHe3€ 3a00JIeBaHMs;

« teuenue npenaparamu FVIII B pamkax denepanbHoit
nporpamMMbl «CeMb HO30JIOTHIt».

Kpumepuu neexnioyenus NalueHTOB B UCCIIEIOBAHNUE!

* HaClIe/ICTBEHHAsl WM PHOOpETeHHAs reMopparnye-
CKasl KoaryJonaTHs Apyroro reHesa (He CBsi3aHHas ¢ TeMo-
bunueii A);

* TICUXHYECKUe 3a00JIeBaHUs, TSHKEIbIE KOTHUTHBHBIE
paccTpoiCTBa, aJIKOTOJIbHAS MJIM HApKOTUYECKas 3aBHCHU-
MOCTb;

* Hanimuue uHruouTopa k FVIIL

* OTKa3 MalMeHTa WM €ro PoAMTeNeH OT npoduiiakTy-
YECKOTO0 JICUCHHUSI.

Kaxnas rpynmna Obuta paszieneHa Ha 2 MOATPYIIIbL:

I'pynma 1.

Ilooepynna 14 — nistepo OONBHBIX ¢ TeMO(UINCH A B
Bo3pacre crapuie 18 yiet, HabIIAaoINECs B TeMaTOIOTH-
YECKOM OTIEICHUHA AMYPCKOHM 00TaCTHOM KIMHIYECKOM
oonbuuIBl (AOKB). BospactHoii coctas: crapmie 50 jer
— 1 6omnbHOM, 40-49 et — 1 manuent, 30-39 et — 2 yeno-
Beka, 20-29 et — 1 60apH0M. DTH manueHTs B 2017-2019
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IT. MOJyYald TPETUYHYIO MPOPUIAKTHKY IpernapaTromMm
«Angeiiry. Tspkenas Gopma 3aperucTpupoBata y 3 60i1b-
HBIX, CpPEHEN CTENIeHH TSDKECTH — y 2 MAllUeHToB. Y BceX
OOJILHBIX JJAHHOH KOTOPTHI ObLIIA 3aPErHMCTPUPOBAHA TEMO-
¢dumueckas aprponarus: aehopMUPYIOIIHE apTPO3bI KO-
JICHHBIX (N=5), TOJIeHOCTONHBIX (N=4), TOKTEBBIX (n=4),
ureueBbIX (n1=2), Ta300e1peHHbIX (1=2) cycTaBoB. Y 1 na-
LeHTa OBLT TOPaKEeH OJIUH CYCTaB, y OCTAIBHBIX — OoJee
JByX. B anamHe3e 10 Hauasa moaaep>KuBaromei Tepamnum
coBpeMeHHbIMU KoHIleHTpaTamu FVIII nuarnoctuposaiu:
CIIOHTAHHBIE U TIOCTTPAaBMATHYECKHE MEKMBIIICYHbIC U
BHYTPHMBIIICYHBIE TeMAaTOMBI — Y BCEX OOJBHBIX; y 1 00ITb-
HOTO C TsDKesol (opmoit remoduinu A — 3a0proInHHAS
reMaToMa; JKeIyJOYHO-KHIIIEYHbIE KPOBOTEUEHHS y 3 OOITb-
HBIX; TOYeYHbIE — Y 3 OonbHbIX. Becem marmenram o 2005
I. B JICYCHNH UCIIONIb30BANIM Kpronpeuunurar u/mu [1C3.
Ausieprudeckue peakluy Ha KPUOIPEIUIIATAT ObUIN OT-
MeueHsl y 2 0onbHBIX, Ha [1C3 —y Beex 5 marueHToB (kpa-
nuBHHUIA, OoTeK KBHHKe, OpoHXOCNa3M, TOBBIIICHUE
Temreparypsl Teia). B 2005-2016 . npoduiakTuyeckoe
JIeYeHHe UM NMPOBOIMIOCH Apyrumu npenaparamu FVIIILL
BropuuHbIil peBMaTONIHBIN CUHAPOM PAa3HON CTETIEHH BbI-
paKeHHOCTH OBbLT YCTAHOBJIEH y 4 MaleHTOB. XpOHHYe-
ckue BHpycHble Temarutel B w/wim  C  Obutn
JIMarHOCTHUPOBAHBI Y BCEX OOJIbHBIX.

Ilooepynna 1 B — neBsiTh O0JNBbHBIX reModuaneii A B
BO3pacte Mosoke 18 ser, HaOmonaronmecss B OHKOreMa-
TOJIOTUYECKOM OTJIEJICHUH AMYPCKOH 00JIACTHOM JE€TCKOM
xkimHudeckoi oonbHuUIEl (AOJIKDB), n3 Hux miamme 10
net — 5 OonbHBIX ¥ crapiue 10 net — 4 mauuenra. [lep-
BUYHO BCE JIETH OBUIM TOCIIUTAIM3UPOBAHBI B OT/IEIICHHE
110 paKTy KpOBOTEUESHHS IOCTTPABMATHYECKOTO MIIH CIIOH-
TaHHOTO: TEMaTOMBI — 5 YEJIOBEK, TeMapTpo3bl — 3 0O0JIb-
HBIX, JKEIYIOYHO-KUIIIEYHOE KPOBOTEUEHUE — | MalMeHT.
B cramuonape y HHX ObUIa JMAarHOCTHPOBaHA TsDKEIas
(n=2) nnu cpenuershxenas (n=7) ¢popma reMopuIuN A.
UYeTBepbIM ManpeHTaM MpoQprIakTHUECKOE JICUeHUE TIpe-
naparamu FVIII Obi10 Ha3Ha4eHO cpaszy NpH MEepBUYHON
JIMaTHOCTUKE H Y MATH OOJBHBIX — IPH HAIWYUU TIOBTOP-
HBIX 3MM30/I0B KPOBOTOYMBOCTHU. B HacTosiee Bpems Bce
TMAIMEHTHI MOJIYYaroT MPOPUIaKTHYECKOE JICYSHHE ITperna-
parom «ABEUT». Y JTaHHOM KOrOPThI OOJIBHBIX OTCYTCTBO-
BaJIM aHTUTENa K renatutam B u C, Tak kak OHU 70 Havaia
npodunakriueckoro seuenus npenaparamu FVIII ve mo-
Jy4anu Tepanuio «1o Tpedosanuo» [1C3 u xpuomnpenu-
MTUTATOM.

I'pynma 2.

Ilooepynna 24 — nsarepo O0NBHBIX ¢ TeMouIneii A B
BO3pacre cTapiie 18 siet, HabroaoImuecs B TeMaTOJIOT -
yeckom otaenennn AOKB. BospacTHoii coctaB: crapiie
50 ner — 1 manment, 40-49 net — 2 6ombHBIX, 30-39 et —
2 yesioBeKa. DTH NAMEeHTHI OJyYad TPETHYHYIO POpH-
JIAKTUKY JIPYTHMH 3apyOe)KHBIMH KOHIIEHTpaTamMu akropa
VIII (kak ma3MeHHBIMH, TaK U PEKOMOWHAHTHBIMH). Tsi-
xkeJast popMa 3aperucTpupoBaHa y 3 OOJIBHBIX U CPEIHEH
CTETICHH TSDKECTH — Y 2 IAlMeHTOB. Y BCeX OOJIbHBIX JIaH-
HOW KOrOpTHI ObLJIa 3apernucTpupoBaHa reMoprIndeckas
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apTpomnarusi: 1e(hopMUPYIOIINE apTPO3bI KOJICHHBIX (N=5),
TOJICHOCTOITHBIX (N=4), TOKTEBHIX (N=5), IuIeueBbIX (N=3),
Ta300eApeHHBIX (N=2) CycTaBOB. Y BCEX OBLIO MOPAXKECHO
Ooree ByX cycTaBoB. Y OIHOro 00JbHOrO c(hopMUpPOBa-
JIUCh QHKUJIO03bI 000MX KOJICHHBIX CYCTaBOB, U ¢ 10 sieTHero
BO3pacTa OH NEpeJBUraeTcsl B Kpecie-karaike. B aHam-
He3e JI0 Hayalla TMoep KUBAIOIIEH Tepalui COBPEMEH-
HeIMM  KoHUeHTparamu FVIII  auarnoctupoBanu:
CHOHTAHHBIE U TIOCTTPABMATHYECKHE MEKMBIIICYHbIC U
BHYTPUMBIIIEUHBIE TEMAaTOMBI — Y BCeX OOJBHBIX; y 2 ma-
LIMEHTOB C TSDKENOH (popMoii reMopuinu A — 3a0proIvH-
HBIE TEMATOMBI; JKeJIyI0YHO-KHIIIEYHbIE KPOBOTEUSHHUS Y 3
OOIIBHBIX; TOYEUHBIC — Y IBYX YeloBeK. Bcem manuentam
0 2005 r. B J€YeHUH HCHOIb30BAIN KPUOIPELUITUTAT
w/umm [1C3. Aniepruueckue peakiiny Ha KpHOIIPEIUITUTAT
ObUTH OTMeueHBI ¥ 3 OombHBIX, Ha [IC3 — y Bcex 5 marm-
eHTOB (KpanuBHHIA, 0TeK KBUHKE, OpOHXOCIa3M, TTOBBI-
LIEHUE TeMIepaTypsl Teja). BropuyuHbIi peBMaTONIHBIN
CUHJIPOM Pa3HOM CTENEHH BBIPAKEHHOCTH OBLI JJMAarHO-
CTHPOBaH y BCEX YYaCTHHKOB HCCIENOBaHMs. XPOHUYE-
ckue BHpycHble Temarutel B w/wim  C Obun
JIMarHOCTUPOBAHBI Y BCEX OOIBHBIX.

Ilooepynna 25 — neBsaTh OOJIBHBIX reModuiIneii A B
BO3pacte MoJjoke 18 jer, HaOmonaroIuecst B OHKOTeMa-
tosornueckoM otaenennu AOJIKDB, u3 aux — mnazgme 10
net — 4 nanuenra u crapme 10 ner — 5 GonbHbBIX. [lep-
BUYHO BCE JIETH OBUIM TOCITUTAJIM3UPOBAHBI B OT/ICIICHHUE
110 (paKTy KPOBOTEUEHHSI OCTTPABMATHYECKOTO HJIH CIIOH-
TAHHOTO: TeMaTOMBI — 4 TIAlMEeHTa, TeMapTpo3bl — 4 00Ib-
HBIX, TIOJIOCTHOE KpoBOoTeueHne — | mnanueHtr. B
CTalMoHape y HUX OblUla AUarHOCTHPOBaHa TsoKemas (n=6)
wu cpenHersikenast (n=3) gopma remopunu A. lectu
ranyeHTam NpoQHIaKTHIECKOe JiedeHre ObUIO Ha3HAYeHO
Cpasy IpH NMEepPBUYHON IUArHOCTHKE, U Y TpeX OOJBHBIX —
MIPY HAIWYHU TTOBTOPHBIX ATIM30/I0B KPOBOTOUMBOCTH. B
HACTOsIIIIee BPEMsI BCE MAIMEHTHI TTOJTyYaroT MPOQHIaKTH-
YeCKOe JICUCHUE APYTHMMHU 3apyOeKHBIMH TIpernaparaMmu
FVIII (xak nina3MeHHBIMH, TaK U PEKOMOMHAHTHBIMH). Y
JTAaHHOU KOTOPTHI OOJIbHBIX OTCYTCTBOBYIOT aHTHTENA K I'e-
natutaM B u C, T.K OHH 10 Hayaisa IpouIaKTHICCKOTO
neuenus npenaparamu FVIII He momywanu Tepanuio «1o
TpeboBanutoy I1C3 1 KpHONPEUUIUTATOM.

Hcnosnp30Banach mBeckas Mojelb Npo(uIakTuky [ 1]
— koHuentpar FVIII B noze 20-40 ME/kr macchl Tena BBO-
JTAIICSI KayKbIid BTOPOM-TpeTHi eHs (2-3 pa3a B HElello),
kaxaple 48 (Tspkemas Qopma) u 72 (cpemHeTshKenas
(dopma) Jaca, B TCUCHHE TPEX JICT.

OcHOBHBIM KpuTepueM 3¢ dexTnBHOCTH podHIaKTH-
YECKOTo JICYCHHS SBJISIaCh YacTOTa KPOBOTEUCHUH 3a Tie-
puoa HaOmoneHus (IUIAHUPYEeMOe KOJIMYECTBO JOJKHO
cocTaBisITh He Oostee 2 cimy4aeB B 1oj). OCHOBHBIM KpH-
TepueM dPPEKTUBHOCTH JICUSHHUSI TEMOPPAaru4ecKoro dIH-
30/1a SIBJSUIOCH KOJMYECTBO BBEACHHWH mperapara s
KynupoBaHusi 1 31n30/ja KPOBOTEUESHHUS C YUETOM €ro Tsi-
KECTH.

MertoauKa OIEHKH CTENEHU TSKECTH KPOBOTECUCHUS
[8]: nerxoe — HecUIbHBIE TOBEPXHOCTHBIE KPOBOTEUEHUS,
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HavaJbHbIE MIPU3HAKK TeMapTpo3a WK KPOBOM3IHSIHUS B
MBIIIITY; CPETHETSKEN0e — TeMapTpO3, 3HAUUTENbHBIE KPO-
BOU3JIUSHUS B MBIIIITY, T€MaTOMa; TSKeJIoe — yrpoxKaro-
e HKU3HH KpPOBOTEUEHUS (nmonocrHbIe,
BHYTPUOPIOIIHBIE ), KPOBOU3JIHSIHUE B MO3T, FTEMOTOPAKC.

OreHKy 0€30MacHOCTH MCCIIEyEeMOT0 TIperapara mpo-
BOJIMJIM HA OCHOBaHUH CIIEAYIOIIUX KPUTEPUEB:

* JaCTOTA U TSDKECTh HEKEJaTeIbHBIX SIBJICHUH, CBSI3aH-
HBIX C IPUMEHEHHEM Iperiapara;

* YaCTOTa AJJIEPrUYECKUX PeaKLuii;

* 4acToTa TPOMOOIMOOINYESCKUX OCIIOKHCHHIA,

* aCcTOTa BO3HUKHOBEHUS MTATOIOTMYECKUX U3MEHEHU I
00111eT0 M OMOXMMHYECKOTO aHAITU30B KPOBH, ITOKa3aTesen
KU3HEHHO BakHBIX Qynkumit (AJ], YCC, UJl, remnepa-
Typa Teja);

* [TOJICYET MPOIYIIEHHBIX THEH.

PazoByto no3y mpenapara FVIII nns kynupoBaHus
MOCTTPaBMaTHYECKUX HIIM CHHOHTAHHBIX KPOBOTEYCHUH Ha
(oHe npoPMITaKTHYECKOTO JICUEHHSI PACCUUTHIBAIIH C y4e-
TOM TSDKECTH U JIOKAJIH3ALUKA KPOBOTEUCHUsI U HEOOXO/TH-
Moro noBbimeHus aktuHOCcTH FVIII o ¢hopmynam [8]:

pu Tspkenon popme: X=MxLx0,5,

nipu cpeaneTsokenoi gopme: X=Mx(L-P)x0,5,

rae X — no3a (akropa cBEPTHIBAHUS KPOBH ISl OJTHO-
kparnoro BeeneHus (ME), M — Macca Tena O0JIBHOTO B KT,
L — mporieHT *xenaemMoro ypoBHsi pakTopa B Iuia3me maru-
eHra, P — ucxoHbIi ypoBeHb (hakTopa y 00JIbHOTO 10 BBE-
JIeHUs IIperapara.

Kputepuu orieHKH 0TBETa Ha JIEYEHHUE OCTPOTO KPOBO-
TEUEeHHUsI COOTBETCTBOBaHM JaHHbIM mKansl (WFH, 2012).
[IpuBep>KEHHOCTH K JIEUCHUIO OLIEHNBAJIaCh HA OCHOBAaHUU
COOJTIOZICHUSI TTAIMeHTaMH Ha3HAYeHHOM pa30BOi J103bI U
peKMMa BBE/ICHHS MTpernapara B X0/ MpopHIaKTHIeCKOTro
neuenus [15].

B pabore ucnonb30Baiy pe3ysbTaThl WHAWBHAYAIb-
HOTO co0eceoBaHMs U KIMHHUYECKOTO 0CMOTpPa OOJIBHBIX
reMouimeit A, naHHbIe aMOYJIaTOPHBIX KapT U JHEBHH-
KOB, KOTOpPbIE BEJIM MAalUeHTHI HJIH UX POAUTEIH U B KOTO-
PBIX (PUKCHPOBAIHMCH T€ WU WHBIE COOBITHS B TIEPHOI
npodunaktiueckoro jedeHus npenaparamu FVIII B Teve-
Hue Tpex jJet —2017-2019 rr.

Pe3yJ'll)TaTl)I HCCJICI0BAHUSA U UX 06cym)1eHne

Ilooepynna 1A. JIo 2005 1. B IepHOL JICUCHHS «ITO Tpe-
OoBaHuIO» kpuomnperunuraroM u/mwm [1C3 obocTpeHus
reMOopparndeckoro CHHIpoMa CIIOHTaHHbIE U TOCTTPaBMa-
THUYECKHE PA3HON CTENICHH TSHKECTH, B TOM YHCJIE TSDKEIIbIE
1 KU3HEYTPOXKAIOIIE, 0OTMEYAJIMCh: y OIHOTO MalueHTa |
pa3 B HEIEITIO | vanie (B CpeIHeM 52 3nu307a B To1), Y OJI-
HOTO O0bHOTO — 1 pa3 B 2 Hemenu (B CpeaHEeM 25 31H30-
JIOB B TOJT), Y OJTHOTO TTAI[ieHTa — B CPeJHEM | pa3 B MecsiIl
(B cpenaeM 12 5Iu30/10B B TO) U Y ABYX OOJNBHBIX Cpea-
HeTsDKeIoH (popMoii — B cpenHeM 1 pa3 B 2 mecsina (B cpen-
HEeM 6 DSIU300B B Troa). B OCHOBHOM 3TO ObUIH
CHOHTAHHBIE U MTOCTTPABMATHUECKUE BHYTPUMBIIICUHBIE
Y MEXMBIIIEYHBIE T€MaTOMBI, TeMapTPO3bl, B Pe3yJbTare
KOTOPBIX BIIOCIIEICTBUU C(HOPMHUPOBAIIHCH Ae(hOPMHUPYIO-
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1IMe apTpo3bl, ObUIN UATHOCTUPOBAHbI 3a0PIOIINHHBIE Te-
Marombl (1 4esoBeK); JKeTyJ0uHO-KHUIIIEYHbIe KpOBOTEeUe-
nus (3 manpenTa); noueynsle (3 0onbHBIX). B aTOT Nepron
MAIMEHTHI HY)KIAINCh B CTAIIMOHAPHOM JICUCHHH: C TSDKE-
sort popmotii 3a0oneBanus ot 6 1o 10 pa3 B rom, cpemHe-
TsDKENo — 4 pasza B To/I.

B 2017-2019 rr. npu ucnons30BaHUY Npenapara «Az-
BEUT» JUIsl TPOPUIAKTUYECKOTO JICYEHUSI KPOBOTECUCHUS
OBbUTH OTMEYEHBI y 2 MaIMeHTOB, MOCTTPABMATHYESCKHIE —
6, u cnoHtanHele — 3. CIIOHTaHHbIE KPOBOTEUSHHUS OBLTH
CBSI3aHBI C HAPYIIEHHEM IIPUBEPIKEHHOCTH K JICYCHHIO, Ca-
MOCTOSITEJIBHBIM CHIKEHUEM J03bI WM YMEHBIICHHEM
KpaTHOCTY BBe/ieHHs nperapara. OTMeueHbl KPOBOH3IHSI-
HUS B CyCTaBBbI JIETKOH U cpenHelt crenenelt taxectu. Cy-
CTaBbl, B KOTOpbIE MPOM3OILIN KPOBOTECUCHUS: JIEBBII
KOJIGHHBIH (n=2), MpaBblii KOJEHHBIH (n=1), JIeBBIH role-
HOCTONHBIN (n=1), MpaBbIii FOJICHOCTONHBIH (N=2), JIEBBIH
JoKTeBO# (n=1), mpaBbIii IokTeBO# (n=1), paBbIii TIEeYe-
BO¥ (n=1). DT KPOBOTCUCHHUS HE TPESOOBAIM I'OCITUTAIIH-
3allM¥ B CTAallMOHApD M KYMUPOBAIUCH aMOyJaTopHO.
KpoBoTeuenust y 9THX MalMeHToB oTMedauch 1-2 pasza B
TOJl, U3 HUX CIIOHTaHHBIC — He Oonee 1 pasza B rox. Jlmu-
TEJIbHOCTh KPOBOTEUEHMH cocTaBisina oT 1 g0 3 maHeil.
[1s1Tb 5NIM30/10B KPOBOTEUEHHH MPOIOIIKAIUCE | IeHb, TpH
— 2 CYTOK W OfIH — 3 CyTOK. Bce amu30/1bI KpOBOTOUHMBO-
CTH, KaK CIIOHT@HHbIE, TaK ¥ TIOCTTPaBMaTHYECKHE HE Tpe-
00BaJIM TOCTIUTAIU3AIMN U ObLITH KyTHPOBaHbI O0JIbHBIMU
CaMOCTOSITENILHO B JOMAIIIHKUX YCIoBusiX. st Kynuposa-
HUSI KPOBOTEUEHHH Mperapar «AIBEHT) NPUMEHITH B pa-
30BbIX f03ax oT 2000 1o 3000 ME ¢ kparHocThIO OT 1 110
6 BBeJIEHUH.

Takum 00pa3oM, eciii B EPUOJ JICYSHUSI «I10 TpeOo-
Bauuio» [1C3 ¥ KpHONIPELUITUTATOM y ATUX TISITH MalMeH-
TOB B roj peructpuponaicsi B cpeaneMm 101 smuzon
KPOBOTOUMBOCTH Pa3HOM CTEINEHH TSDKECTH, B T.U. TSDKEJIbIC
U yTPOYKAIOIINE UX )KU3HH KPOBOTEUEHHSI, TO P UCIIOIb-
30BaHUM Tpernapara «AIBEUT» YacTOTY KPOBOTEUEHHU y
9THX OOJILHBIX YAAJIOCh CHU3UTH B CPEIHEM [0 3 CIydacB
B rof (JIETKOH M cpefHell cTeneHel TSHKeCTH), TO eCTh Ha
97%., a TaK ke 3HAYUTEIIBHO CHU3UTH MOTPEOHOCTD B CTa-
LIMOHAPHOM JICUCHHH.

Ilooepynna 24 (nmamyeHTsl B Bo3pacte crapiie 18 Jer,
IOy YaroIUe TPETUUHYIO TPO(UIIAKTHKY APYTUMH 3apy-
oexxupiMu KoHIeHTpaTamu FVIII). o 2005 r. B iepuon
JIeYeHHs «110 TpeOoBaHMIo» Kpuornpeuunuratom u [1C3
000CTpeHHs reMOPParn4eckoro CHHAPOMa CIIOHTaHHBIE U
MOCTTPAaBMATHUECKHE PA3HON CTETEHH TSKECTH OTMeda-
JIMCh: y OJIHOTO MainuenTa | pa3 B Hezelno 1 yamie (B cpea-
HeM 52 smu3oma B rof), y AByX — 1 pa3 B 2 Hemenu (B
cpeaHeM 25 3MH30/0B B TO), U Y IBYX OOJIbHBIX CpEIHE-
TshKenoi popmoit — B 1 pa3 B 2 Mecsina (B cpeHeM 6 d1H-
30/10B B rom). B OCHOBHOM 3TO OBUIM CIIOHTAHHBIC H
MOCTTPAaBMAaTHUECKUE BHYTPUMBIIICUHBIC U MEKMBIIICU-
HBIE TeMaTOMBI, TeMapTPO3bl, B PE3YJIbTAaTe KOTOPBIX BITO-
CIEICTBUU C(POPMUPOBATHCH J1e(HOPMHUPYIOLIHE apTPO3bI
U B OJTHOM CJTyyae — aHKHJI03 000MX KOJIEHHBIX CyCTaBOB;
OBbUTH IMarHOCTHPOBAaHbI 3a0PIOLTHMHHBIE TeMaTOMBI (2 Je-

&3

JIOBEKA); JKENYI0YHO-KHUIIEYHbIE KpOBOTEUeHHMs (3 maru-
eHra); rnoueunsie (2 6onpHbIX). [ToTpeOHOCTE B cTanumo-
HApHOM JICYEHUU KPOBOTEUEHHH B TO BpEMsI COCTaBIISLIA:
npu Tspkesor gpopme ot § o 10 rocnuTanuzayii B ro,
TIPU CPEHETSDKEION — 4 TOCTIMTAIU3AINH B TOJL.

B 2017-2019 rT. ipu KCIIOIb30BaHUH JPYTHX 3apyOeK-
HbIX npernaparoB FVIII kpoBoreueHus: ObUT OTMEUEHBI Y
3 nmanMeHToB, MOCTTPaBMAaTHYECKHE — 5, M CIOHTAHHBIE —
5. B nByX cnydasx 2 manueHTa, MojlydaBIlue Ipyrue 3a-
pyOexHbIe penapatsl pakropa VIII, Obutn rocruranusu-
POBaHBI B CTAllMOHAP C ILIEJbI0 KYITHPOBAHUS TSHKEIIOTO
reMOppParuueckoro CHHApPOMa, MOJIYYEHHOTO B Jpake; B
ATHX CUTyallHsX KpOME IeMapTpO30B OTMEYaIH MEX-
MBIIICYHbIE, BHYTPUMBIIICUHbBIE, TApA0POUTAIILHBIE FeMa-
TOMBI. BO BCeX OCTaJBHBIX CIIydasX HWMEIU MeCTO
KPOBOM3IIUSIHHSI B CYCTaBBl JIETKOW U CpeHEN cTeTeHei
TSKECTHU: JIEBBI KOJIEHHBIH (n=1), mpaBblii KOJEHHBIN
(n=1), neBbIi TOJIEHOCTONHBIH (N=2), IPaBbIii FOJEHOCTOI-
HbIi (n=1), JIeBbIi JIOKTEBOH (n=1), MpaBbIil JTOKTEBOMH
(n=1). DTn KpoBOTEUECHUS HE TPEOOBAIH FOCITUTAIN3AIMN
B CTal[IOHAp OBUTH KYITMPOBAaHbI aMOYJIaTOPHO.

CrioHTaHHBIE KPOBOTEYCHHUsSI Yy JIaHHBIX TalMEHTOB
ObLTH OTMEUEHBI He Oostee 2 pa3 B IO/l M TaK JKe ObLTH CBSI-
3aHBl C HAPYIICHUEM ITPUBEPKEHHOCTH K JeueHuro. J{mm-
TEIBHOCTh KPOBOTEUEHUH cocTaBisana oT 1 g0 3 mgHeil.
[1s1Th 5M130710B KPOBOTEUECHHH MPOJOIIKAINCH | JIeHb, TPH
— 2 cyTOK ¥ JBa (TIOJy4eHHBIX B JIpaKke) — 3 CyTOK.

Jns xynupoBanust kpoBoTeueHuil npenaparsl FVIII
npuMeHsUIH B 103ax oT 2000 1o 5000 (Tspkenast TpaBMa)
ME c xparHOCThIO OT 1 10 8 BBEICHUIA.

[Ipu ucronb30BaHUU 3apyOEKHBIX TperaparoB (ak-
topa VIII Tak xe ynanock 100UThCS 3 (HEKTUBHOTO KITH-
HUYECKOTO KOHTpOJsl — He Ooyiee 2 CIHOHTaHHBIX
reMapTpo30B WM JAPYruX KpoBoTeueHui B roa. [Jo 2005
I., KOT/Ia 9TH IaI[UEeHTHI MOTyYally TEPaITuio KPUOTPEIH-
nuratoM ¥ [1C3, y HUX 0TMeYanoch B 00IIEM KOJTMYECTBE
114 51m3010B KPOBOTOYMBOCTH B roji. B HacTosiiiee Bpems,
TIPY TIPOBEICHHUH MPOPHUIAKTHIECKOTO JICUCHNST KOHIIEHT-
paramu FVIII, y Tex ke nsiTi 00abHBIX OBLTO 3a(hUKCHPO-
BaHO TOJIBKO 1-2 3MH30/]a KPOBOTOUMBOCTH B TOJI, TO €CTh
HX KOJIMYECTBO yMeHbUIIoch Ha 98%. Tak ke 3Hauu-
TEJIHO CHU)KEHA MOTPEOHOCTD B TOCIIUTAIIM3AINSIX TAKUX
MAIMEHTOB B CTAI[MOHAD.

Takum 00pazom, caenaHo 3aKII0UYEeHHE O TOM, YTO Tpe-
TUYHAs MPOUITAKTHKA Y B3POCIBIX OOJILHBIX TeMOpHITHEH
A oueHb dQPeKTHBHA 1 MO3BOJISIET 3HAYUTEIILHO CHU3HUTh
KaK MOTpeOHOCTh B TOCTIUTAIIU3AINH, TAK M YaCTOTY AIIH-
30/10B KpOoBOTOUMBOCTH. [Ipenapar «Axseit» no s¢dek-
TUBHOCTH He ycTymaeT apyrum npenaparam FVIII, kak
IIPH TIPOBEJICHUU TPETUYHOHN MPOPUIAKTUKH, TaK U IS
KyIHAPOBAHUSI OCTPBIX 3ITU30/I0B KPOBOTOUUBOCTH.

Cpenu maryeHToB U3 nodepynnsl 15 Ha poHe podu-
JIAKTMYECKOTO JIeUEHHs MpernapaToM «AIBeUT» 3a mociue-
nue 3 rozna (2017-2019) He ObLIO 3aperUCTPUPOBAHO HU
OJIHOTO CITy4asi CHOHTAaHHOTO KpoBoTeueHus. [loctTpaBma-
THUYECKHE KPOBOTEUEHUsI OTMEUEHBI B TPEX CITydasx y 2 ma-
LIMEHTOB — T'eMaToMbl Jierkoi (2) u cpeaneit (1) crenenn
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TSDKECTH, OHU OBUTH KYITMPOBAHbI POAUTEISIMHU MAIIEHTOB
CaMOCTOSTEIILHO OTHUM-JIBYMsI BBEJICHUSIMH Tperapara u
He TpeOOoBaNM roCIHUTANN3AIMU B cTannoHap. s xymu-
POBaHUS OJJHOTO AMN30/Ia KPOBOTEYCHHUSI UCTIOIB30BAIIH OT
1500 1o 3000 ME npenapara. Hu y onHOTO M3 3THX Maly-
€HTOB He Pa3BUIIOCh HEOOPATHMOE TIOPKEHHE CyCTaBOB.

Cpenu marueHToB U3 nodepynnet 25 CIIOHTaHHBIE KPO-
BOTEUEHUsI OTMEUEHBI TOJILKO Y OJHOTO OOJILHOTO — 3 B
TEYEHHE TpeX JIeT, TEMAaTOMBI JIETKOH U CpelHel CTereHH
TSHDKECTU U OJJMH AIH30]] TeMapTpo3a, YTo, 110 BCEH BEpo-
SITHOCTH, CBSI3aHO C HU3KOW MPUBEPKEHHOCTH K JICUCHHIO
ponurenei manuenTa (12 jger). OxHOKpaTHO MOTpeOOBa-
Jlach TOCMIUTANM3alus B cTaironap. Jlo3a st oqHOKpar-
Horo BBeneHus cocraisia 2000-5000 ME  FVIII,
kypcoBas 103a— 30000-40000 ME. V 2 nmanueHTOB B IBYX
ClTydyasix OTMEYEHBI TIOCTTPaBMaTHUECKUE TeMaTOMBI JIeT-
xo# (1) u cpenneit (1) creneneil TsSHKeCTH, KOTOpbIE OBUTH
KyIIHPOBaHbI B aMOYJIaTOPHBIX YCIOBHUSX OJHUM-IBYMS
BBEJICHUSAMU Ipemnapara, Ha ogHo BeeaeHue — 2000-3000
ME FVIII. Tak e kak u B noozpynne 15 HA y OIHOTO Ta-
LIMEeHTa HEe Pa3BUIIOCH HEOOPATUMOE TIOPaKEHHE CyCTaBa.

Takum 00pazoM, MOXKHO CJIeNIaTh 3aKIIOYSHUE O TOM,
410 PO UIIAKTUYECKas TepaITisi KOMMEPUECKIMH ITperia-
paramu FVIII, B ToM uncne npenaparom «AIBenTy», Hada-
Tasi B JIETCKOM BO3pacTe, MO3BOJISIET N30eXkKaTh TSKEIBIX,
YIPOXKAOUIUX )KU3HU BAPHAHTOB KPOBOTOYMBOCTU U pa3-
BUTHSI OPTOIEINYECKON TIATOJIOTHH.

Tepanus npenaparamu FVIII, B ToM yriciie npenaparom
«AZBEUTY», TAMEHTOB 00EUX IPYII C TSHKEJION U CpeHe-
TsDKEJI0N (opmaMu reMopuiIMu A HE CONPOBOXKIANACH
Pa3BUTHEM TOKCHYECKHX, TPOMOOTCHHBIX U UMMYHOTCH-
HBIX peaKI1i.

BriBoabl

1. AHanu3 pe3ynbTaToB MPOGUIAKTHISCKOTO JICUCHUS
npenaparom «ABeHT» 00JIbHBIX reModuineit A B AMyp-
CKOW 00MacTH mokasai, 4to 1o 3PQPEKTUBHOCTH OH HE
ycTynaeT ApyruM 3apyOexHbiM mpemapatam FVIIL wu
MOXeT 3(h(PEKTHBHO HCIOJIL30BATHCS IS TIPOPHUIAKTUKI
KPOBOTEUYCHHUH MU JTAHHOM 3a00JIeBaHHH.

2. [Ipumenenue npemnapara «AIBEUT» B CTaHIAPTHBIX
Je4eOHBIX JI03aX OBICTPO U A3PPEKTUBHO KYITHPYET reMOp-
parmyeckue OCIOKHEHNUS, pa3BUBIIHECS y OOJIBHBIX TEMO-
¢bunmeit A.

3. ¥V nanpieHToB ¢ reMouiie A, MPUMEHSBILINX «AJI-
BEHTY, HE 3apPErUCTPUPOBAHO TSHKENBIX aJNIEPrUUeCcKUX pe-
AKIMA, TOKCHYECKUX M TPOMOOTEHHBIX OCJIOKHEHHUH.

4. Ipu ucnonb30BaHUK MPO(UITAKTHYECKOTO JICUSHUS
OOIIBHBIX TeMOHINEH A TSHKEIOH U cperHeTshKeNon (hop-
MaMH OTMEUYEHO YMEHBIICHUE KOJMYECTBA CIIOHTAHHBIX
KpoBoTeueHuit Ha 97-98% 1o cpaBHEHMIO C Tepanuen «Io
TpeOOBaHUIO» U, COOTBETCTBEHHO, YIy4lICHUE KauyecTBa
HKHM3HH.

5. Ilpodunakrryeckyro Tepanuio npenaparamu FVIII
Cclle/lyeT Ha3HauaTh Kak MOJKHO PaHbIIE, YTO MO3BOJIHUT H3-
0eKaThb TSDKEIIBIX, YTPOKAIOIINX KU3HU BAPHAHTOB KPOBO-
TOYHMBOCTH U Pa3BUTHUS OPTONEIMIECKON MAaTOJIOTHH.
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