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BALWI AUATHO3 -

Femocunusa A — pegkoe HacneacTBeHHOe 3a60NneBaHWe, KOTOPOE XapaKTepU3yeTcs
HapyleHMeM CBepTbIBaHWA KPOBYM (Koarynauum).

Cytb 60NE3HU COCTOMUT B TOM, YTO B Ballieil KpoBYW He xBaTaeT dakTopa VIII — 6enka,
KOTOpbI HEOOX0AMM AN CBEpPThIBaHWUA KpoBu. [ecbuuunt daktopa VIII moxer
NPUBOANTb KaK K CNOHTAHHbIM 3NW30aM KPOBOTEYEHWI, TaK U KPOBOTEYEHUAM B
pe3yabTaTe TPaBM, NOPE30B MW XMPYPrUHECKOro BMelaTenbcTsa. HekoTopele
KPOBOTEUEHUA MOTYT ObITh XKMU3HE-YIrPOKAIOWMMK U TPEOYIOT rocnuTanm3auum u
HeMeANeHHOro neYeHus.

KDOBOMBJ'IVIHHMH MOTYT BO3HUKATb B PA3HbIX OpraHax v TKaHAXx, HO Haubonee
PaCcnNpoCTpaHEHHbIMU MECTAMU KpOBOM3J’IMHHMI7I ABNAKOTCA CYCTABbl N MbIWLbI PYK U
HOT. L{ame BCEro nopaxartTca KpynHble CYyCTaBbl - KOJIEHHbIE, IOKTEBbLIE,
rONEHOCTONHbIE.

KpoBon3nuaHua B cycTaBbl (reMapTpo3bl) U MbilLbl MOTYT CTATh NPUYMHO
npo6aem B Oyayliem, TaKUX Kak apTpuT, XpoHU4Yeckas 6onb, apTponarus. Jaxe 2-3
nepeHeceHHbIX KPOBOTEYEHUS B CYCTaB MOTYT MPUBECTU K HEOOPATUMbIM
NOBPEXAEHNAM CYCTABOB, XPOHUYECKOMY OONEBOMY CUHAPOMY, OFpaHUYEHMIO
NOABWMIKHOCTU, CHUXEHMIO KA4eCTBa KMU3HU. VIHoraa moryT notpe6oBaTthes
Cepbe3HblE XUPYPrUYECKME BMELIATENbCTBA HA CYCTaBbI.

B ocHoBe nevyeHns NauneHToB ¢ remodunmneit A neXxuT 3aMecTuTenbHas Tepanus,
T. €. BHYTPMBEHHOE BBE[EHMNE NPenapaToB, CoepKallux HefocTauuini 6enok -
takTop ceeptbieaHna kpoeu VIIL. [1na npeaynpexaeHna BOSHUKHOBEHUA
KpoBoTeyeHuit BcemnpHan Pepepaumns lemodunun peKomeHayeT naLneHTam ¢
remoduaneit A npoBoAUTL NPOMUNAKTUKY - pEryaApHOe BHYTPUBEHHOE BBELlEHNE
KoHueHTpaTa dakTopa VIII kaxgble 2 — 3 gHA.




NOYEMY TAK BAXXHA NMEPCOHANU3ALUA/
WHAUBUAYANU3ZALUA?

Bce mbl pasuble! Opranusm Kaxporo yenoseka yHukaneH! CooTBeTCTBEHHO,
NeKapCTBEHHbIE Npenapatsl, Nonagas B pasHsle OpraHu3mbl, BeAyT cebs n
B3aWMOJAENCTBYIOT C OPraHW3MoM no-pa3Homy. ITO KacaeTca U npenapara
taktopa VIII, KoTopblil BAM Nponucan Baw rematonor Ana 3amecTuTenbHomn
Tepanuu B pexume npohunakTukm.

MpuHUMas 3T0 BO BHUMAHUe, Ball OKTOP NOMOXKET Nof00paTh BaM 103y U PEXUM
A03UPOBAHUA, KOTOpble OYAYT YYUTHIBATL MHAMBUAYANbHbBIE HYKAbI BALIETO
opraHu3ma u Baw 06pas KU3HU.

Bawu uHAMBUAYaNbHbIE XaPAKTEPUCTUKMU, KOTOPbIE IeYaL il AOKTOP
NPMHUMAET BO BHMMaHMe Npu noa6ope NepCcoHaNU3NPOBaHHOM NPODUNAKTUKM'
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1. World federation of Hemophilia. Guidelines for the Management of Hemophilia. 3" edition. www.wfh.org/guidelines
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YTO TAKOE PAPMAKOKUHETUKA?

B03MOXHO, Bbl y3Ke C/blWanu OT CBOEro Bpaya TepMuHbl «hapMaKoKUHETUKAY,
«hapmaKkokuHeTnyeckmnity (cokpawerHo «PK»). 3to cyabba (6uoxumuyeckas
TpaHcdopMalusa) NekapCTBEHHOro Npenapara B OpraHu3Me, To eCTb TO, Kak
npenapar npu nonafaHuu BHYTPb pacnpeaensercs, MeTabonn3npyeTcs B pasHblx
OpraHax 1 TKaHAX U C KaKoi CKOPOCTbIO BLIBOAWUTCA U3 OpraHu3ma.

Mpwn BHyTpuBEHHOM BBeaeHun npenapatoe daktopa VIII, ypoeeHb hakTopa pe3ko
NoBbIWAETCH, AOCTUrAA NUKA Cpa3y nocne nHdy3nu, 3atem GaKTop Ha4yMHaeT
BbIBOAMTLCA U3 OPraHn3mMa 1 ero ypoBeHb NOCTENEHHO CHUKAETCA A0
MWHWMANbHOrO 0CTaTO4YHOro (6a30BOro) ypoBHA.

Bpems, 3a KoTopoe KoHueHTpaums dakTopa VIII B KpoBK CHUKAETCA BABOE
Ha3blBaeTCA NnepuoAom noayebieefeHunsa dakropa VIII.

®K-KpuBaA noKa3biBaeT KAKOr0 MAKCMMaNbHOIO NUKa pocTuraet pakrop VIII
B KPOBM U KaK GbICTPO BbIBOAMTCA U3 opraHu3ma’™’

MuKOBbLINA YpOBEHB
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2. Collins PW, et al. Implications of coagulation factor VIII and IX pharmacokinetics in the prophylactic treatment of haemophilia. Haemophilia. 2011;17(1):2-10.
3. Valentino LA, et al. Association of peak factor VIII levels and area under the curve with bleeding in patients with haemophilia A an every third day

pharmacakinetic-guided prophylaxis. Haemophilia. 2016;22(4):514-520
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BALU MHAWUBUAVANbHbIA ®K-NPOG UL

Jluya c remounuein A nonyyaT 3aMeCTUTENbHYIO Tepanuio npenapatamMmu GakTopa
VIII, Ho BCe No-pa3HOMY pearupyloT Ha BBeAeHWe npenaparta. Bpems, 3a kotopoe
thakTop JOCTUraeT NMKa B KPOBK, @ 3aTEM NOCTENEHHO BLIBOAWUTCA U3 OPraHun3ma —
y BCEX NaLMeHToB ¢ remoduaunein A pazHoe. Y BaC OHO TOXe OTAMYAETCA OT APYriuX.
370 1 ecTb BaW nHaMBMAyanbHbil K -npoduns.

K npumepy, y Aiigapa daktop VIII ObICTpO BHIBOAMTCA M3 OPraHU3Ma U Nepuos
nonyebiBefeHns daktopa VIII coctaBnset 7.5 yacos. Y Makcuma daktop VIII
BbIBOAMTCA U3 OpPraHM3ma ropasfo MeaneHHee v nepuoj nonysbisefeHns hakropa
VIII moxet gocturate 16.5 yacoe. [laxe He cmMoTpa Ha To, 4TO Ailpap n Makcum
MOryT ObITb CXOXM NO BO3PACTy 1 Macce Tena.

lMnoteTnueckuin npumep Toro, Kak ®K-npocune akropa VIII
MOJKET BapbUpOBaTh Y 2-X pa3HbIX NauueHTos"’
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4. Collins PW et al. Factor VIII requirement to maintain a target plasma level in the praphylactic treatment of severe hemaphilia A: influences of variance in
pharmacokinetics and treatment regimens. J Thramh Haemast 2010; 8:269-275. 5. Bjorkman S et al. Pharmacaokinetics and dose requirements of factor VIIT over

the age range 3-74 years: a population analysis based on 50 patients with long-term prophylactic treatment for haemophilia A. Eur J Clin Pharmacol 2009;
65:989-998



NMNOYEMY BPAYY BAXXHO NOHUMATb BALLU
WHAUBUAVAJNIbHBIE ®K-MAPAMETPbI?

Korpa y Balero Bpaya remaronora eCTb BO3MOXHOCTb OLEHUTb BaLl
nHavBuayansHolii ®K-npocduns, y Hero ecTb NOHMMaHUe Kak Ball OpraHnu3m
pearupyet Ha uHdy3uto npenapara Gakropa VIII, Kakoro MakCMManbHOro nuka
[OCTUraeT hakTop, Yepes CKONbKO BpeMeHu hakTop AOCTUraeT MUK, BbIBOAUTCA U3
OpraHu3ma u nagaet J0 MUHUMaNbHOTO YPOBHA. 3TO MOMOXET Bpayy OLEHUTb Yyepes
Kakoe Bpema nocne uHy3nu BO3HUKAET PUCK KPOBOTEUEHMII 1 KOrAa HeobxoAnMa
cnepyolan UHAY3UA, KaKoii pexumM [03MpoBaHNA OyAET ONTUMaNbHLIM ANA Bac.

K npumepy, y Aiinapa 6bicTpblit MeTabonn3m 1 ypoBeHb hakTopa CHUXKAeTCa Ao
ueneBoro 4yepes 51 yacoe nocie BHyTpuBEHHOM MHMY3mK. Toraa Kak y Makcnma, y
KoToporo 6onee MeaneHHbIn MeTabonusm caktopa VIIL, ypoBeHb dakTopa
pocTuraet uenesoro yepe3 110 yacos nocne uHdysun. Ecam Bpay HasHauut 06oum
MONOABIM NI0AAM CTAaHAAPTHbIN pexum fo3nposanua dakropa VIII 6e3 yyeta nx
nHauenayanbHbix ®K-napametpos, y Aiijapa noBbICMTCA PUCK Pa3BUTMA

KpoBoTeueHui. A y Makcuma Bpay Tak 1 He yBUAMT BO3MOKHOCTM COKPATUTb
KONNYeCTBO UHPY3NIA.

3HaHue uuaueuayanbHoro ®K-npocuna nomoraer Bpayy nogo6parb
ONTUMANbHbIN PEXUM A03UPOBAHNA ANA YMEHbLIEHUSA PUCKA KpoBOTeYeHun!®'
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MoBbIWeHHbIN pUCK KpoBOTeYeHUn y Ainpapa!l

- B03MOXHOCTb COKpaLLeHMa 4acToTbl MHGY3UKN y Makcuma!

6. Bj rkman S et al. Population pharmacokinetics of recombinant factor VIII: the relationships
of pharmacokinetics to age and body weight. Blood. 2012;119(2);612-618. 7. Collins PW et

al. Implications of coagulation factor VIIT and IX pharmacokinetics in the praphylactic =
treatment of haemophilia. Haemophilia. 2011;17(1):2-10. 8. Dargaud Y et al. Individualized E| Y

PK-based prophylaxis in severe haemophilia. Haemophilia. 2018;24(Suppl.2):3-17



YTO TAKOE LLENEBOW YPOBEHb ®AKTOPA VIII?

Bpauy npu BeibOpe NpohunakTMYeCcKoro nedeHuns BaxHO NOHMMATb KaKoM LieneBoil
(kpuTuyeckuit) ypoeerb haktopa VIII onTumanbHbiit ana Bac. Ecnv yposeHb
caktopa VIII B KpoBUM OMyCcKaeTca HUKe 3TOro LieNeBoro YpoBHA, TO BO3HMKaeT
PUCK CMOHTAHHbLIX KPOBOTEYEHUI.

Llenegolii yposeHb daktopa VIII Bpay nogbMpaeT C y4eToM Balen exefHeBHOM
aKTUBHOCTM M 00pasa XU3HW. [INa HEKOTOpPbIX NaLMEHTOB, KOTOPLIE NPeANoYnTaIOT
CUAAYMIA N NACCUBHBIN 06Pa3 XMU3HK, 3TOT ypoBeHb cocTasnaeT 1%. Ecnu bl
ntobuTe KataTbCA Ha BeNOCUNEAE, 3aHUMAETECh TaHLLAMW, BEAETe aKTUBHbI 006pa3
XU3HW 1 NNAHUPYETE 3aHATUA CNOPTOM, BO3MOXKHO, 1% ana Bac byger
Hef0CTaTOYHO.

B 3Tom cnyyae Bpay BMecTe ¢ Bamu nogbepet Ans Bac 60nee BbICOKMIA Leneson
yposeHb aktopa VIII (2%, 3% v T.4.), KOTOpbI HeobXoAMM ANA NpeaynpexaeHns
KpoBOTEYEHUNR.

Mo3ToMy 04YeHb BaXHO, YTOObI Bbl 06CYANAN C BPAYOM BallM Tekyline husndeckue
HArpy3Ku, a TakXKe BalW NNaHbl HA aKTUBHbIE BUbl AeATeNbHOCTY.

[ns npoUnNaKTUKM KPOBOTEUEHUI BAXKHO, 4TOObI ypoBeHb thakTopa VIII
HWUKOrAA He OMYCKaNCA HUKE LeneBoro yposHa

BpeMH HacTynNeHns ypoBHA
100% HUKE KPUTUYECKOTO,
Koma BO3HUKAET PUCK KPOBOTEYEHMIA
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9. Collins PW, et al. Break-through bleeding in relation to predicted factor VIII levels in patients receiving prophylactic treatment for severe hemophilia A. J Thromb
Haemost. 2009;7:413-20. 10. Jim nez-Yuste V, et al. Achieving and maintaining an optimal trough level far prophylaxis in haemaphilia: the past, the present and
the future. Blood Transfus. 2014;12:314-9
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