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bone3Hb Bunne6paHaa:
BHeApeHUue Hay4YHO-NMpPaKTU4eCKUx
peKkoMmeHaauuu B NPaKTUKY

(no matepmanam Pabo4ero coBeLlaHus,

Mockea, 18 okTs6psa 2015 r.)

1 8 okTabps 2015 r. B Mockse nof arugon PernoHansHom

06LLIeCTBEHHONM OpraHu3aumm «Hay4Ho-KnuHn4eckoe
06LLIecTBO CneunannucToB no remounvm» 1 npu nogaepxke
komnaHun “CSL Behring” (Fepmanus) npowso Pabodee cose-
waHve «bonesHb BunnebpaHpa: BHeApeHWe HayyHO-MpakTu-
YecKMX pekoMeHJauui B NpakTuky». B mMeponpusatum npuHanm
ydacTtune 80 Bpa4yen-rematosioros 1 cneumanmucToB Mo KIMHUYeC-
KON NnabopaTopHON AMArHOCTUKE U3 pasfnyHbIX pernoHos PO,
a TaKxe BegyLume poCcCUICKME SKCnepTbl B 0611acTv AnarHocTu-
K1 1 nevenHns 6onesnn Bunnebpanna (BB).

C NpuBETCTBEHHBIM BCTYNUTENMbHBIM CIOBOM W AOKNAA0M Ha
TeMmy «bonesHb BunnebpaHpga: coBpeMeHHOe COCTOsiHME Mpo-
6nembl B PO» BbICTYNWN 3aBedylOLWUN HayYHO-aHANIUTUYECKNM
otaenom PefepanbHOro HayYHO-KMMHUYECKOMO LieHTpa [eTCKON
remMaTtosniorMm, OHKONOrmM N UMmyHonormn mm. Omutpusa Pora-
yeBa MuH3gpaBa Poccum (Mocksa) npodh. B.M.YepHos. Mpexae
Bcero, B.M.YepHoB HanomHun, 410 No nHuumatmee akapg. PAH
A.l'.PymsiHuesa 2012 rof Bnepsble B HaLLEW CTpaHe 6bin 06bAB-
neH «fopom 6one3Hn BunnebpaHpa B Poccun» [1]. B TeueHne
2012 r. 661N NpoBefeH psh 3HAa4YMMbIX MEPONPUATUIA: coBeLLa-
HME COBETa 9KCMEPTOB «AKTyanu3aums acrekTtoB neveHus 60-
nesnn BunnebpaHga B Poccum» (Mockea, 27 aHBaps 2012 r.) [2],
npeseHTauus poccumnckon ayautopum npenapata Femate I w
NpUypoYeHHas K 3TOMY COBbITUIO HayYHO-NpaKTUyeckas koHde-
peHums ¢ MexpyHapoaHeIM yyactnem «CoBpeMeHHbIe BO3MOX-
HOCTW nedveHuns 6onesHn Bunnebpanpa» (Mockea, 13 anpens
2012 r.) [3], npeseHTauma moHorpacum «'emate > Ha Il Mex-
pervoHansHOM coBellaHnm HaumoHanbHoOro obLecTsa AeTCKMX

remartonoros u oHkornoros — HOOIMO (Mockea, 1-3 noHsa 2012 T.),
cumnosnyM «bonesHb Bunnebpanpa» B pamkax | EBpaswuiickon
KOH(bEpEHUMM Mo pefkMM 3ab0fieBaHMsAM U PeoKuM fekapceT-
Bawm, |l Bcepoccuiickol KoHthbepeHUun No peakum 3aboneBaHu-
AIM U peAKO NPUMEHSAEMbIM MEOULIMHCKUM TeEXHonorusam «Jopora
XN3HN» (21-23 unoHa 2012 r.), 6 poknagos Ha VI Bcepoc-
CUIACKOM Hay4HO-NPaKTUYECKOW KOHDEpPEHUMM Mo remMonnmm
(10-12 HOs6psA 2012 r.), NOCBSALLIEHHbIX BONPOCaM AMArHOCTUKM
1 neyeHma BB, BKoYas Ucnonb3oBaHWe pasnn4yHbiX hakTopoB
CBEpPTbIBAHNA KPOBW W XWPYPruyeckue acnekTbl, JOKNag Ha
KoHrpecce rematonoros Poccun (Mockea, 2—4 wntona 2012 r.),
noknag Ha IV MexpervnoHansHom coselladnmn HOOMO (79 mioHs
2013 r.), 2 poknaga Ha Bcepoccuiickor Hay4HO-NPaKkTUYecKom
KOH(bepeHUMM C MeXAyHapOaHbIM y4acTUeM «AKTyarnbHble BO-
npockl remarosiormm u TpaHcdysmonorumn» (CaHkTt-MNeTepbypr,
24-25 okTA6pa 2012 r.), NOCBALLEHHbIX BONpOCcamM AMarHOCTUKK
BB 1 npo6nemam >XeHCKoro 30opoBbs y naumeHTok ¢ BB.

B pamkax «'oga 6one3Hn BunnebpaHga B Poccum» B XypHa-
ne «Bonpocbl remMaTonorMmM/oHKoNorMM U MMMyHOMaToNorMn B
neguatpum» 6bina onybnukosaHa nekums npod. J1.MN.ManasH, B
KOTOPOW NOAPO6GHO PACCMOTPEHbI CTPYKTYpa MU PyHKLUMSA hakTo-
pa Bunne6panga (VWF), knaccugukaums, KnmHuyeckas Kaptu-
Ha N OCHOBHbIE MPUHLMNbLI AnarHocTnkn BB [4].

B pamkax «['opa 6one3Hn Bunne6panga B Poccun» 6bino
NpoBedeHO PETPOCMNEKTUBHOE IMNUAEMUOSIONMYECKOE UCCneno-
BaHne «CoOCTOsHWE crneumanuavpoBaHHOW MOMOLUM [ETAM U
B3pocCbIM ¢ 605e3HbI0 BunnebpaHga B PO». Pe3ynstaThl 3T0r0
nccnepoBaHns 6bin ony6nnkKoBaHbl B XypHane «Bonpochl re-
MaTosIOrMN/OHKOMIOrMN U MMMyHOMAaToslorMn B neguatpum» [5].
MHCTpyMeHTOM MccnefoBaHus siBUnach cneunanbHo paspabo-
TaHHasa aHkeTa. B 3agaumn uccnegosaHus BXoguno: onpenenvTb
pacnpocTpaHeHHOCTb BB B pasnuyHbix defepanbHbIX OKpyrax
(PO) PD; oueHUTb BO3MOXHOCTM NabopaTOpHOM AMarHOCTU-
kn BB; oxapakTepn3oBaTb OCHOBHblE KIIMHUYECKME MPOSiB-
nexust BB; onpepenvTe COOTHOLLEHME GOMbHLIX C Pa3HbIMU TH-
namv BB B P® n cpaBHWUTL ero ¢ AaHHbIMU nuTepaTtypsbl; oue-
HUTb BO3MOXHOCTK Tepanun BB B pernoHax P®; npennoxutb
Mepbl COBEPLLUEHCTBOBAHUSA CNeuMann3npoBaHHOW MOMOLLM
6onbHbiM BB. B uccnepoBaHun nNpuHANKM yyvactue rnasHble
cneumanuctel U rematonorn mn3a Becex 8 ®O PD; 49 (59%)
13 83 TeppuTOpUaNbHO-aAMUHUCTPATUBHBIX 06Pa30BaHUN.

B xope nccneposaHus Bnepsble 6bina cobpaHa MHpopmaumsa
0 3746 60nbHbIX BB B P®. Y1cno 60nbHbIX, COCTOALLMX Ha ydeTe
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B Nle4yebHo-npodhunaktTudecknx y4dpexgpenuax (JY) pasnunu-
Hbix PO, konebanocb oT 7 go 2434. Nokasartens pacnpocTpa-
HeHHocTu BB konebancsa ot 0,11 go 17,9 Ha 100 TbIC. HaceneHus
(meTckoro n B3poCnoro cymmapHo) u B cpegHem no P® cocra-
Bun 2,92 + 2,15 Ha 100 TbICc. HaceneHusi. PacnpocTpaHeH-
HocTb BB B nonynsauumn okasanacb KpaviHe HU3KoWn (MeHee 1%)
n coctasuna ot 0,0001 go 0,018% [5].

WccnepoBaHne Takxe mMokasano BO3MOXHOCTM nabopa-
TOpHoM guarHoctukm BB B PO®. Okasanoch, 4TO B KIIMHUKO-AMA-
rHoctuyeckmx naéopatopusx JIMY P® BbinonHawoT Heobxoan-
MbIl HA60P CKPUHUHIOBbIX TECTOB, MO3BONSAOLLMIA 3aN0f03pUTb
Hanu4ue y 605bLHOro HacnegcTeeHHon koarynonaTtun. B 30-50%
pervoHoB P® umetoTcsa Koarynoruyeckue naboparopuu, B KOTo-
pbIX MOFYT ObITb BbINOIHEHbI 0653aTeNbHbIe TeCTbl AN nocra-
HOBKU amarHo3a BB. [OwnarHoctuka nogtunoB BB Bo3moxHa
TOMbKO B HECKOmnbkMx pernoHax P®. OnpepeneHne CTpyKTypbl
mMynsTumepoes VWF He npoBofaT [axe B Hay4YHO-UCCRefoBa-
TeNbCKNX LIeHTpax.

OueHka KnuHunyeckux nposesneHnii BB nokasana, 4to y 60nb-
wnHCTBa 60nbHbIX BB Habnoaanca KoXHbI remMmopparn4eckui
cvHapoMm (I paHroBoe MecCTO); MeHopparum 1 OecHeBble KPOBO-
TedeHuns 3aHanu |l n Il paHroBble Mecta COOTBETCTBEHHO [5].
Takan 4actoTa BCTPeYaeMOCTU PasfinyHbIX remMopparn4ecknx
nposiBfeHuin y 6onbHbIX BB ABnsieTcs 0COGEHHOCTBIO AaHHON
BbI6OPKW. 10 AaHHbIM MITanbAHCKOro HaLUMOHANbLHOIO perncTpa,
OCHOBHbIMW FremMopparm4eckuMm nposiBfieHnsamMun y 6onbHbix BB
ABMANMCb KPOBOTEYEHUS W3 CNU3UCTbIX obonoyek (32-57%
60bHbIX), KOXHbIA FeMOpparn4yeckmii CUHOPOM (remMaToMbl;
13% 601bHbIX), remapTpo3bl (6% 60nbHbIX) [6].

AHanus nevyeHuns 6bin NpoeeaeH y 547 6onbHbIX BB (45 aHker,
4 aHKeTbl He copepxany Heobxoammyto nHgopmaumio). Ceepne-
HWUSi 0 NpUMeHeHun gecmonpeccuHa (1-OdesamuHo-8-D-apruHuH-
BasonpeccuHauetaT — DDAVP) cogepxxanuch TonbKo B 43 aHke-
Tax; npenapaT B fiedeHun BB npumeHann Tonbko 4 (9,3%)
Bpaya. CpegHee KOMMYECTBO KOHLEHTpaTa hakTtopa CBepTbi-
BaHus kposu VIII (FVIII) ¢ copepxannem vWF kone6anocb
ot 500 o 12 000 ME B mecsu, 474 (86,7%) 60MbHbIX Nony4yanu
neyeHne no akty kpooTeyeHus, 73 (13,3%) 6GOnbHbIX —
npodmnakTnyeckoe neveHue. YctaHoeneHo, 4to B 5 (11,1%)
13 45 pernoHoB ans nedveHnss BB npumMeHanu Kpuonpeumnu-
TaT, B 10 (22,2%) pervoHax — CBEXE3aMOPOXEHHYIO Mna3Mmy.
Tonbko 20 (44,4%) n3 45 cneunanmcToB UCMNONbL30OBaNM B fieye-
HUK 6onbHbIX BB npenapaTtbl TpaHekcaMoOBOW KUCMOTbI (nep-
opanbHO MM BHYTPUBEHHO) MPU HOCOBBLIX KPOBOTEYEHUAX W
MeHopparusx [5].

AHKeTVpoBaHMe rnokasaso, 4To yny4lleHune crneumannanpo-
BaHHOW nomoLum 60nbHbIM BB rnasHble cneunanucTel BUAAT [5]:

* B OCHAaLLEHUN OMarHOCTUHECKMX nadopaTopuin Heobxoau-
MbIM oéopyp.osaHmeM N KadeCTBeHHbIMUN peaKTuBaMun ONA Bbl-
NONHEeHUs Koarynonornyeckux Tectos (80,9% pecrnoHAeHTOB);

* B 06ecneyeHnn OTAENEHUI CTaLuMOHapOB KOHLeHTpaTamu
(haKTOpOB CBEPTLIBAHWSA KPOBMW, NOKa3aHHbIMKU Ans neveHus 6B
(86,2% pecnoHOeHToB);

* B [jafibHeNLLIEM COBEPLUEHCTBOBAHMN CTaHJapTa okal3aHus
MeOMLMHCKOM NnomoLumM naumeHTam ¢ 6onesHbto BB (50% pec-
NOHAEHTOB);

* B 605ee LUMPOKOM UCMOSb30BaHUN NPOUNaKTUHECKOro, B
TOM 4uMcrne fomallHero, neverus BB (aHkeTupoBaHue nokasano,
YTO TONMbKO B 17% pErvMoHOB CyLLEeCTBYET Npuka3 OpraHoB

yrnpaBfieHns 34paBoOOXPaHEHNS, PErMAaMEHTUPYIOLLNIA TAKON BUG,
neYveHns).

Ha Hanuuve TpygHOCTEN C NOny4eHMeM nauueHTamu caHa-
TOPHO-KYPOPTHOrO NledeHns ykasan Tonbko 1 (2,1%) ns 49 cne-
unanucTos [5].

3arem B.M.YepHoB npepocTaBun CrNoBO CrnegylowmM [o-
Knagyvkam.

C poknagom Ha TeMy «Hay4HO-NpakTU4eckne pekoMeHgaumm
no neyeHunto 6onesHn BunnebpaHpa: BHeApeHWE B KIMHUYeEC-
KYI0 NPakTUKy 1 pacyeT NOTPeBGHOCTM B Mpenaparax» BbICTYMU-
na 3aBefgylollas Hay4HO-KOHCYNbTaTMBHBIM OTAENOM Koarymno-
natun [ematonornyeckoro Hay4Horo ueHtpa MwuH3gpaBa
Poccumn (Mockea) goktop mef. Hayk H.M.303yns. B yacTHoCTH,
OHa ckasana, 4to BB — Hanbonee pacnpoctpaHeHHas Koarysno-
naTusa, cBA3aHHas C HeQoOCTaTO4HOM (DYHKLMOHANMBHOW aKTuB-
HOCTbIO MM KONMMYECTBEHHbIM CHWXeHnem/oTcyTcTBmem VWEF.
BB ctpapatoT 0,5-1% HaceneHus B Mupe, KIMHU4YeCcKue nposs-
nexus 3aboneeaHus, TpedytoLLmMe NPOBEAEHUS JIeHEHWs], BblsiB-
naoTtea y 1 yenoseka 13 10 000 B o6LLEen Nonynsauun.

3atem H.W.303yns npuweena paHHble MwuH3gpasa Poccum
oT 28.02.2015, cornacHo KoTopbiM B P® 3apeructpuposaHo
8284 60nbHBLIX KoarynonaTuamMu, u3 HUX remodunuen A —
5801 6onbHOM, remocdunuen B — 992 60nbHbIX, BB — 1491 60nb-
HoW. Vicxoas u3 YncneHHocTn HaceneHma PO 146 267 288 yeno-
BeK (Mo paHHbIM PoccTtaTta Ha siHBapb 2015 r.), pac4eTHoe konu-
YyecTBO 60nbHbIX BB gonmkHO cocTaBnAaTb 14 626 YenoBek.

3atem H.MN.303yna HanoMHuna y4acTHUKaM KoHdepeHumu
knaccudpmkaunio BB [7]. BblgenaoT 3 ocHoBHbIX Tuna BB:
T™MN 1 — YacTUYHBIA KonnyecTBeHHbIN gedpuumt VWF (70% 60nb-
HbIX); TUN 2 — Ka4YeCcTBeHHbIN fedekT VWF, B 3TOM Tune Bbige-
NAT HECKONbKO nopgtunos — 2A, 2B, 2M, 2N (25% 605bHbIX);
TMN 3 — npakTu4ecku nonHoe otcytcTene VWF n 4yacTu4iHbIN
gecbnumt FVIII (5% 60nbHbIX).

H.N.3o3yns otmeTtuna, yto gunarHo3 BB ctaButca npu Hanu-
yumn 2 n3 3 crnegyloLmx Kputepmes [8]:

* HanMumMe remopparmyeckmx aNnM30[40B B aHAMHe3e;

* Hanuune remopparmyeckmx aMnM30[0B Y YIeHOB CEMbMY;

* OTKJIOHEHWUSI OT HOPMbI PE3yNbLTATOB NabopPaToPHbIX aHanNn-
30B, NpW 3TOM ONpefenstoT: NPoKoarynsaHTHy0 akTueHocTb FVIII
(FVII:C) ogHOCTaaMHbBIM METOLOM; arperauuto TPOMOOLUTOB,
WHOYLMPOBaHHYIO aHTUOMOTUKOM pucToueTMHOM (ristocetin-
induced platelet agglutination — RIPA); konnyectso VWF (VWF:Ag)
B NnasMe KpoBW MMMYHONOrMYECKUM MeTogom (enzyme-linked
immunosorbent assay — ELISA); puctoueTnH-kohaKTOpHYyHO
aktusHocTb VWF (VWF:RCo); konnareH-cBA3biBaloLLy0 aKTuB-
HocTb VWF (VWF:CB).

Ona BB tnna 1 xapaktepHo: cHmxeHnune FVII:C, cHuxeHne
VWF:RCo, cHmXeHne nnm HopmanbHoe 3HadeHue RIPA, HesHa-
yuTenbHOe YANMHEHWEe WIN HOPManbHOe 3HaYeHue akTUBUPO-
BAHHOr0 4acTW4YHOro TPOMOOMNACTUHOBOro BpemeHn (AYTB),
cHmxenne VWF:Ag; onsa BB tuna 2 — vWF:RCo/VWF:Ag meHee
0,7, ansa yTouHeHna nogtuna BB Tpebyetca onpepeneHve mynb-
TumepHor cTpykTypbl VWF 1 yHKUMOHANbLHOM akTUBHOCTU
Tpom6ounToB; ona BB Tuna 3 — 3Ha4UMTENbHOE CHWXEHWe
FVII:C, cHmwxeHnne unn otcytctBue VWF:RCo, 3HauuTensHoe
cHmxeHne unu otcytcteue RIPA, 3HaunTenbHoe yonuHeHue
AYTB, 3HaunTensHoe cHmxeHne VWF:Ag.

3HaunTenbHasa Yactb goknaga H.M.3o03ynn 6bina nocesile-
Ha ne4yeHuio BB, Lenblo KOTOPOro ABMAAKTCS MOBbILLEHNE afre-
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3MBHO-arperaumMoHHbIX CBOWCTB TPOMOOLIMTOB M BOCCTaHOB-
neHve HopmanbHOW Koarynaumu. B uactHoctu, H.N.3o3yns
ckasana, 4to neveHne BB nogpasgensiloT Ha cneumnuyeckyro
Tepanuio (DDAVP, 3amectutenbHas Tepanus KOHUeHTpaTamu
FVIII + vWF, aHTUdMOpUHONUTUHYECKUE Npenaparbl) 1 Hecneum-
dhmyeckyto Tepanuio (BUUMHOH, MECTHble KPOBOOCTaHaBNMBaO-
me cpencTea — remocTartmyeckas rybka, kanpodep, MexaHu-
YeCKUI 1 ropmoHanbHein remocTtas). DDAVP — cuHTeTudeckuii
aHarnor BasornpeccuHa — nokasaH npv bB tuna 1 1 orpaHnyeHHo
acpbpekTmBeH npu Tunax 2A, 2M, 2N. DDAVP B foze 0,3 MKr/kr
BBOASAT BHYTPMBEHHO KarnenbHo B 50 mn un3nonornyeckoro
pacteopa B TedeHne 30 MVH, MOBTOPHAs MHbEKLMS BO3MOXHA
He paHee 4eM 4epe3 12 4, Bcero 3—4 vHbekumun. MNepep Ha3Ha-
yeHnem DDAVP npoBogaT TeCTOBYIO MHAY3UIO aAna onpepene-
HUSE ero apPEKTUBHOCTU (KpUTEPUIA 3DGEKTUBHOCTU — YBENN-
yeHue FVIII:C 6onee 4yem Ha 50% 4epe3 30 M1H Nocrne BBeAeHUs
npenapata). DDAVP Takxe MOXHO BBOAUTb MHTpaHa3anbHO
B fose 300 mkr (Mo 150 MKr B kaxayto Ho3gpto). DDAVP npoTtu-
BOrMokasaH JeTsM [0 4 neT 1 B3pocsbiM cTapLue 65 ner.

OcHoBHbIM HanpaeneHvem B neveHnn BB sBnseTcs 3amecTu-
TenbHaa Tepanusa kKoHueHTtpatamu FVII, FVIII + vVWF vnn vWF,
npuyem BO3MOXHbI KaK fie4eHne no TpebosaHunto, Tak 1 npodu-
naktnyeckasa tepanwus. lNpegnoyteHue cnegyet oTAasaTth npe-
napatam C BbICOKOW BWMPYCHOM 6e30MacHOCTbIO; npernaparam
¢ copgepxaHvem VWF, npesbiwatowmm cogepxanve FVII, ons
MaKCMManbHOrO CHMKEHUSI pUCKa TPOMOOTUYECKMX OCHOXHe-
HWUIA; npenapartam, KOTOpble COAEpPXaT BbICOKOMONEKYNSPHbIE
mynetumepbl VWF 1, cnegosaTtensHo, o6nagatoT Hanbonee Bbl-
pa)keHHbIMM remocTaTnyeckumm cesovicteamm [2, 3]. H.1.303yns
nog4yepkHyna, 4Tto [o3y npenapaTtoe Ans nedveHuns BB cnepyet
paccuuTbIBaTh Ha OCHOBaHUW cogepxxaHus B HUx vVWF.

3artem OoKnaguvKk ckasana, 4To B Hactosiuiee Bpems B PO
3apervcTpypoBaHbl U paspeLueHbl Ans neveHuns BB cnepyroume
koHueHTpaTtbl FVIII + VWF, npumeHeHne KOTOpbIX BO3MOXHO Npu
Bcex Tvnax bB: Nemate M® (“CSL Behring”, Nepmanus) ¢ coot-
HoweHnem VWF/FVIII 2,4 : 1 n dmsnonornyeckmm cogepxaHnem
mynstumepos VWF; Bunate® («Okrtadapma dapmaueBTuka
MpopykTnoHcrec m.6.X.», ABcTpus) ¢ cooTHoeHnem VWF/FVIII
0,9-1,0 n donaunonormnyecknm cogepxkxaHnem mynstnmepos VWF;
BundaktnH® (“LFB Biomedicaments”, ®paHuusi), He cogepxa-
wun FVIIL n c duamonornyeckmm copepxaHnem Mynbstu-
mepoB VWF. Kpome TOro, 3apeructpvpoBaHa rpymnna npena-
paTtoB C HeCcTaHOapTM3MpOBaHHbIM cooTHoweHvem VWF/FVIII

(meHee 0,5) n otcyTcTBMEM Taxenblx MynbTumepos VWEF:
KoaiT-OBWU® («Tanekpuc Buotepanbiotuke, WHK.», CLUA);
NmmyHat® («bakctep Al», ABcTpus); ImoknoT O.U.% («KegpuroH
C.n.A.», WUtanna); OktaHat® («OkTacdapma dapmaueBTuka
MpogykTnoHcrec M.6.X.», ABcTpus); emMokTuH® («BuoTecT
®apma mM6X», Mepmanus).

H.N.303yns ckazana, 4to ¢ 2015 r. cornacHo pacnopsi>KeHWUIo
MpaeuTtensctea P® ot 30.12.2014 Ne 2782-p (MpunoxerHne Ne3)
B [lepeyeHb LEHTpannM3oBaHHO 3aKynaemblX 3a CHET CPeAcTs
hepepansHOro 6rogxeTa NlekapCTBEHHbIX MpenapaTos, npegHa-
3Ha4YeHHbIX ans obecneyeHns nuu, 60sbHbIX reMounnen, Myko-
BMCLIMA030M, rMnodmsapHbIM HaHU3MOM, 60Me3Hbio [oLle, 3no-
Ka4yeCTBEHHbLIMW HOBOOOGPA30BaHNAMU NIMMAOUAHON, KPOBETBOP-
HOM M POACTBEHHbIX MM TKaHeW, paccesHHbIM CKIepo30M, nuL
nocne TpaHCniaHTaummM opraHoB (Unu) TKaHen Onsa nedvenvs BB
BKMIOYEHbl Npenapatbl C MeXAyHapoaHbIM HemnaTeHTOBaHHbIM
HaumeHosaHveM FVIII + vVWF [9]. Munagpas Poccun nposogut
ayKUMOHbI NO 3aKyrnke npenaparoB U3 MepeYHst «7 HO30MOormnm»
COrfacHO YTBEPXOEHHON 3asiBKe, MOCfie Yero NeKapCTBEHHbIe
npenaparbl NOCTaBAAT B PErvoHbl. KaxabIi 3aperncTpuposan-
Hblh 60MbHON BB nmMeeT BO3MOXHOCTbL MpoBEeAeHUs JOMaLLHero
NeYeHns, B TOM Yncne 1 NpodnnakTUHecKoro.

PacueTt 103 npenapartoB ans neyeHvs naumeHTos ¢ BB nposo-
OAT B COOTBETCTBUM C HOPMATUBHBIMW AOKyMeHTamu: «CTaH-
JapTOM MeOULIMHCKON NoMOoLLUM GOMbHBIM C HACNeACTBEHHbIM Jde-
dmumuTom chakTopa ceepTbiBaHms kposu VI, pedmumtom daktopa
cBepTbiBaHUA Kposu IX, 6onesHbio BunnebpaHpa» (yTBEpXOEH
npvkaszom MuH3gpascoupassutisa Poccumn ot 14.11.2007 Ne705)
(B3pocnbie) [10] n «CtaHgapToM NEPBUMYHON MEQMKO-COLIMANbHON
NnoMOLLM JeTaM Mnpu 6onesHn BunnebpaHpa, KpOBOTEHEHUM WU
KPOBOM3NUAHUN MIOG0ON flokanm3aumn» (YyTBEPXKAEH MNPUKA30M
Munspgpasa Poccum ot 24.12.2012 Ne 1499H) (getw) [11].

Hanee H.N.303yns o3Hakomuna cnywiatenen ¢ npoekramu
cTtaHgapToB nedyeHus BB no Tpe6oBaHuio, NpodnnakTMHeckoro
neYeHnsi, onepaTUBHOrO fieyeHus. 3TN cTaHAApTbl copepxar
nepeyHn NekapCTBEHHbIX Npenaparos A MeQULMHCKOro npu-
MEHEHUs1 C yKa3aHWeM CpefHMX pasoBblX U KypCcOBbIX 03, 3a-
perncTpmpoBaHHbIX B PO.

Mo MHeHWIo foKnag4mka, onTMMM3aums MeguLMHCKOM NoMo-
wn 6onbHbIM BB gomkHa BknoyaTtb cnegyolime MeponpuaTms:

1. CobnogeHune B kaxagom JIMY gruarHoCcTM4eckoro anropur-
Ma obcrnefoBaHna GOMbHOr0 MPW HanNM4YUW y Hero aHamHesa
N remopparm4eckux nNposiBfieHNNn.

2. BbIpaboTKy euHbIX MOAXOA0B K Tepanuu B COOTBETCTBUM
C MeXAyHapoAHbIMU 1 HauMOHasbHLIMW MPOTOKONaMmn 1 CTaH-
Japtamu ne4veHus.

3. JlekapcTBeHHOE obecneyeHne. Bo3aMOXHOCTb NCMONMb30Ba-
HUS PasnMyHbIX NpenapaTtoB U ux kombéuHaumm — DDAVP, KoH-
ueHtpatoB FVIII + VWF, c6anaHcmpoBaHHbIX MO CoAepXaHuto
VWF, aHTUUOPUHONUTMHECKMX NpenapaToB, FOPMOHaNbHbIX
KOHTpauenTunBoOB.

4. Co3paHue peructpa naumeHtoB ¢ EB Ha ocHoOBe LieHTpa-
NMM30BAHHOI0 noareepXxaeHna gunarHo3a gnsd n3beraHusa BKJILO-
4YeHuA naumMeHToB ¢ ApyrnuMu KoarynonaTuamu.

3arem H.W.303yns nokasana ¢opMy 3afiBKM Ha MOCTaBKYy
NeKapCTBEHHbIX NpenapartoB, NpefHa3Ha4YeHHbIX AN NeYeHus
vy, 60sbHbIX reModunnen, MykoBucunago3oM, rmnon3apHbiM
HaHM3MoM, 60Mne3Hblo [oLle, 3110Kka4YeCcTBEHHLIMM HOBOOGPA30-
BaHUAMW NMMAONOHON, KPOBETBOPHOM M POACTBEHHbLIX UM TKa-
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Heln, paccesHHbIM CKNIepo30M, 1L, Mocsie TpaHCcnaHTaumm op-
raHoB 1 (Mnu) TkaHewn (npuka3 MuHagpasa Poccun ot 29.04.2015
Ne 213H [12]) n nepcoHnULMPOBaHHbIE CBEAEHMSA O MOTPEBHOC-
TN B NEKapCTBEHHbIX Npenaparax.

Hanee H.N.303yns npuBena 3 npumepa pacyeTta fo3 npena-
paToB naumeHTam ¢ pasHbiMmn Tunamm BB B pasnuyHbIxX KNuHM-
YeCKNX CUTyaumsx.

Mpumep Nel

BonbHon BB, T1n 3, Macca Tena 76 kr, nonyyaeT npounakTu-
YecKoe feveHne, 4actoTa HOCOBbLIX KPOBOTEYEHUI COCTaBnseT
1 pa3 B Hepeno. lMpenapaToMm Bbl6opa ABNAETCA KOHLUEHTpaT
FVIII + vWF (nnu npenapart 'emarte I, B 0fHOM (hriakoHe KOTopo-
ro cogepxwurcs, Hanpumep, 1000 ME FVIII n 2400 ME vWF).
PasoBasi jo3a KoHueHTpara coctaenseT: 76 kr x 30 ME vVWF/kr =
= 2280 ME vWF, okpyrnsiem 3Ha4eHve [0 Hanboree noaxoasLlen
13 UMEIOLLIXCA Ha PbIHKE [O3MPOBKM U rnonyvyaem 2400 ME vWF,
41O NpumepHo cooTeeTcTByeT 32 ME VWF/kr. YmMHOXaem nony-
YEHHYI0 03y Ha 2 BBefdeHWs B Hefeno, 3aTeM Ha 4 Hef U Ha
12 mec n nony4aem noTpebHOCTL B Npenapate emarte [1 B rog,
pasHyto 230 400 ME vWF — 32 ME vWF/kr x 2 BBeAeH\s B He-
nento x 4 Heg x 12 mec = 230 400 ME vWF B rog.

Mpumep Ne2

BonbHon BB, TMn 2, macca Tena 70 Kr, nonyyaeT npodunak-
TMYeCcKoe JleyeHne, KpoBOTeYeHWs HabnopalTcs 2 pasa B
MecsL, B aHaMHe3e 3 ann3oga Xenyao4Ho-KULLEYHOro KpoBoTe-
YyeHus. [NpenapaTom BbiGopa aBnseTcsa koHueHTpat FVII + vWF
(npenapart Nemate I1). Pa3oBas [o3a KoHLeHTpaTa COCTaBnseT:
70 kr x 20 ME vWF/kr = 1400 ME vWF, okpyrnsem 3HadeHune
00 Hambonee noaoxodsLlen N3 MMEIOLLNXCS Ha PbIHKE 0O3UPOB-
K1 n nony4aem 2400 ME vWF, 4TO nmpumMepHO COOTBETCTBYET
34 ME vWF/kr. YMHOXaem MOny4YeHHy0 [03y Ha 2 BBEOEHUS
B Hefento, 3atem Ha 4 Hef 1 Ha 12 mec n nony4aem notpeod-
HocTb B npenapare lemate I B rog, pasnyto 230 400 ME vWF —
34 ME VWF/kr x 2 BBegeHust B Hefento x 4 Hen x 12 mec =
=230 400 ME vWF B rop.

Mpumep Ne3

BonbHas BB, Tvn 1, macca tena 60 kr, cTpagaeT MaTO4HbIMU
KPOBOTEYEHUSIMKN, KOTOpble HabnopawTcs 1 pa3 B Mecsl u
anartca 6 gHewn. lNpenapatom Bbi6opa SABNAETCA KOHLUEHTpar
FVIIl + vWF (npenapat Nemarte IM). Pa3oBas fo3sa KoHueHTparta
coctaenseT: 60 kr x 40 ME vWF/kr = 2400 ME vWF. MNpenapat
BBOAMM 1 pa3 B CYTKM B Te4YeHWe 4 OHel B Mecsil, YMHOXAaeM
nony4eHHyto Ao3y Ha 12 mec u nony4aem nNoTpebHOCTb B Npena-
pate 'emare I B rog, pasHyto 115 200 ME vWF — 40 ME vWF/kr
B CYTKM x 4 oHA B mecsay x 12 mec = 115 200 ME vWF B rog.

OnbITOM npakTMyeckoro BefeHust naumeHToB ¢ BB nogenu-
nacb 3asepyoLlas MoOpPoOACKMM LEHTPOM MO NEeYEeHno remodu-
nvm — T (CaxkT-lMeTepbypr) kaHg. meq. Hayk T.A.AHapeeBa.
B wacTtHocTn, oHa ckasana, 4to B LYJIT ¢ 2012 r. npoBogAT
o6criefoBaHne NauMeHToB ¢ NOAO3PEHNEM Ha Hanuyne BB n3
pernoHoB P®. Beinn o6¢cnegosaHbl 86 naumeHToB n3 28 cybb-
ekToB P®, 7 ®O (MckmoyeHbl nauneHTbl CaHKkT-MNeTepbypra).
MaumeHToB obcnepoBann 6ecnnaTHO MO cUCTeEMEe 06A3aTesb-
HOro MeauUMHCKoro ctpaxoBaHus. O6cnenoBaHne Morno 6biTb
o4HbIM B LM nnn B BUAE 3a04HbIX KOHCYNbTaLWi, Npyu 3TOM
npoBoaunIn 3a6op M TPaHCMOPTUPOBKY 06pa3LoB 3aMOPOXKEH-

HoW Nna3mbl N3 pernoHos PO B MU gnsa nposeaeHus nabéopa-
TOPHbIX nccneposaHuin. O6pasLbl 419 UCCNefoBaHNs AOCTaBNsA-
nm n3 Ceepo-3anagHoro ®O B CaHkT-leTepbypr npu noa-
Jepxke komnanHui “GlaxoSmithKline” n “CSL Behring”.

T.A.AHgpeeBa oTMeTuna, 4to B coctaee LI pa6oTtatoT
amMbynaTtopHO-KOHCYNbTaTUBHOE OTAeneHne u nadopaTtopus
KOHTpOSA remocTasa, KoTopble No3BONAIT NPOBOAUTL AnarHoc-
TUKY KOarynsiuMOHHbIX Y TPOMOOLMTAPHbIX HapPYLUEHWUR, anpo-
6aunto HOBbIX METOAOB WCCNEeQoBaHUs CUCTEMbl remoctasa
M NOAroTOBKY KaapoB. ExxerogHo B TeveHue 6onee 10 net npo-
BOAAT MeXOYHapOAHbIA BHELLHUIA KOHTPONb KadecTea fadopa-
TOPHbIX UCCNefoBaHWn remoctasa B pedyepeHc-nadopaTtopum
(Wedwmnba, BennkobputaHns) U HaUMOHamnbHbIA BHELLHWUIA KOH-
Tponb Ka4ecTsa B LIeHTpe BHELLIHEro KOHTPOoss KayecTsa KNuHU-
Yyeckux nadopaTopHbIX nccnegosaHuii (Mockea).

Cpepn 86 o6cnenoBaHHbIX 60MbHBIX ¢ Nofo3peHneM Ha BB
66111 63 B3pocnbIX U 23 pebeHka, 32 yenoBeka MyXCKoro rnona
n 54 Yenoseka xeHckoro nona. O4Hble KOHCYnbTaumMm Noayyun
71 (82,6%) 60nbHON, 3ao04Hble KOoHcyneTaumm — 15 (17,4%)
60nbHbIX. B pexume ckpuHuHra o6cneposaHbl 55 (64%) 60nb-
HbIX, HanpaeneH ans Bepudukaummn guarHosa 31 (36%) 6onb-
Hon. OuarHo3 BB 6bin nopgtBepxgeH y 52 (60,5%) 60nbHbIX,
avarHo3 BB He nogteepxpeH y 30 (34,9%) 60snbHbIX, Apyrve
AMarHo3bl YyCTaHOBMEHbI Y 4 (4,6%) 60nbHbIX. Cpeayn naumeHToB
¢ BB npeo6napanu naumeHTsl ¢ Tnom 1 (35, nnu 67,3%, nauu-
€HTOB), 4TO COOTBETCTBYET MUPOBbLIM AaHHbIM. MauneHTbl ¢ BB
TMna 3 coctaemim 28,8% (15 naumneHToB). Takoe COOTHOLLIEHNE
601bHbIX C pa3HbiMK TUNamn BB o6bacHsAeTCs TeM, YTO Ha 06-
crnepfoBaHue HanpasnsAloT NaUMeHTOB C Hanbornee TAXENON KNu-
HMYECKOW KapTWHOW 3a60feBaHnst U CO 3HaYUTENbHbIMU Hapy-
LEeHVsIMM B CUCTEME reMocTasa, KOTopble BbISIBMSMNCE Aaxe
npu o6cnegosaHmMn B pernoHax. Y 2 (3,9%) naumeHtos 6bina
AnarHoctuposaHa BB tuna 2N.

3arem T.A.AHppeeBa nogenunacb CO6CTBEHHBIM KIIMHUYEC-
KUM OMbITOM NpuMeHeHus emate 1 B neyeHun 60nbHbIX BB.
C 2012 r. nog Hab6bnwgeHMeM Haxogunucb 16 nauMeHToB
(10 petert 1 6 B3poOCnbIX), KOTOpbIe nony4anu MNemare . MNauw-
€HTbl WM WX POAUTENM OTMEYann HU3KYI 3MDEKTUBHOCTb
paHee npumMeHsembix KoHueHTpaToB FVIII. MauveHTsl BBOAUNM
emaTte 1 camocToATENLHO Ha AOMY, NMMGO Nony4vanu npenapar
B ambynaTopHbIX U CTaUMOHapHbIX YCrnoBusx. B ctaumoHapHbIx
ycnosusix lemate I IpUMEHSNM € LieNbio OCTaHOBKM KPOBOTEYe-
HWIA, NPM NPOBEAEHUM ONepaTUBHbIX BMELLATENLCTB (2 nauneH-
Ta), BO Bpemsi 6epeMeHHOCTU 1 Npu pogoBCrnomMoxeHuu (5 naum-
eHTOoB). B pexxume no Tpe6oBaHuto Npu kpoBoTeUeHusx Memare N
NPUMEHSNN 7 NAaUMEHTOB, B PEXUME PerynspHon npodunaktu-
K1 — 5 nauneHToB, OCTasnbHble NauMeHTbl NOfyYanu npenaparbl
B pexuMe KpaTKoBpeMeHHOW NpodnnakTuKu.

Mpv npoBefeHMn [OMALLHEro nevYeHns naumeHTbl CamoCcTos-
TeNbHO oueHMBanu 3PPEKTUBHOCTL NPOBOAMMON Tepanun Ha
OCHOBaHWM CriedyoLLmMX KpUTepmnes: npenapat «3qeKTUBEH» —
KPOBOTEYEHME OCTAHOBUIOCH, «4aCTUYHO 3DPEKTUBEH» — KPO-
BOTEYEHME YMEHBLUUIIOCh, HO MpOJOMmKaeTcs, «HealpdekTm-
BEH» — KPOBOTEYEHNE HE YMEHbLUMIOCH. pn ambynaTtopHOM u
CTaUMOHAPHOM JIE4EHUN OCYLLECTBNANN NabopaTOPHbIA KOH-
TPONb 3aMeCTUTENbHOW Tepanuu nyTem onpepenexHus AYTB,
FVIII:C n vWF:RCo o nHbekuun, 4yeped 20 MUH NOCe UHbEK-
uun 1 nepeg cnegyowen nHbekunen. OpPeKTMBHOCTbL Npodun-
NaKTUYECKOro fie4eHns OLeHMBAanM Mo KOMMYECTBY BO3HMKAI0-
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LLMX CMOHTaHHbIX KpOBOTEYeHU B Mecsl. Mpu Bcex Bupax ne-
YeHus Tepanus emaTte [N 6bna apdeKTUBHOM 1 6€30NacHON.
MpumeHeHne emaTe 1 He COMNPOBOXAANOCHL TOKCUYECKUMW,
TPOMOBOreHHbIMU, UMMYHOIEHHLIMU 1 annepruyeckuMm peakLm-
amu. MNpy nevyeHnn Ha gomy Tepanusa lemarte 1 BO BCex criyyasnx
oKaszanacb «3(PeKTUBHON», KPOBOTEYEHWUS KynupoBanucb B
OCHOBHOM OfiHOM MHbEKUMeN. Mpn NpodnnakTMYeCcKoM UCMosb-
30BaHun emaTe [l yMEHbLUMNNCHL KOMNYECTBO CMOHTaHHbIX
KPOBOTEYEHUA N KONMYECTBO MPOMYCKOB MOCELLEeHUs OEeTCKMX
yUpeXaeHui, ynyyLwmniocb Ka4ecTBo XU3HMN.

3arem T.A.AHOpeeBa NpuBena ABa KIMHUYECKMX HabnoaeHuns
TsKEenoro TedeHus BB ¢ npumeHeHnem ans nedvexHus Nemare .

KnuHnyeckoe HabnogeHue Nei

MaumenT J1.B.1O. (pata poxgeHus 16.06.2008) ¢ BB, Tvn 3,
TsKernoe TedeHue, oo 2012 r. nonyyan neveHve no Tpe6osBaHmio
1 npodpunakTnyeckoe neveHune npenaparom MmmyHar. Tepanusa
6blna mManoaddeKkTnBHa: HabnoaanMcb HOCOBblE KPOBOTEYe-
HUs 3 pasa B Hefeno, NOCTOAHHO remaTombl. PebeHok He ro-
cewan getckun cag. C 2012 r. Ha4aTo NpodhmnakTMYecKoe ne-
YeHue npenapatom 'emate . PoguTtenu oueHmnu neveHme Kak
«3(PHEKTMBHOE», CMOHTAHHbIE KPOBOTEYEHNS HAbNOJaNUCh He
Yyalle OffHOro pasa B Mecsl, CTanu MeHee 06UbHbIMUY, pe6EeHOK
cTasn noceljaTb AeTCKUA caf.

KnuHnyeckoe HabnogeHme Ne2

MaumerTtke Y.A.A. (naTta poxaeHuns 05.08.1983) ¢ BB, Tun 3,
TAXenoe Te4dYeHwe, MPOBEAeHO 06CnefoBaHNe Ha Cpoke
34-36 Hepn 6epemeHHOCTU. POooOBCMOMOXEHME ObINO PELLEHO
NpoBOAWTbL NYTEM KecapeBa Cce4eHus Ha hoHe 3aMeCTUTENBHON
Tepanuu npenapartom emaTe I, O3y KOTOPOro paccyuTbIBaNu
no vVWF:RCo. MNMaumneHTka B TeyeHne 1 Hepg nepen pogamu no-
ny4yana emate I B go3e 30 ME/kr 1 pa3 B cyTku. 23.12.2013
B nepuHatanbHOM ueHTpe CeBepo-3anagHoro cenepansHoro
MeOMLMHCKOro nccnenoBaTenbCKoro LeHTpa nm. B.A.Anmasosa
MwuH3gpaBa Poccun (CaHkT-lNeTepbypr) npoBegeHbl pofbl
nyTeM Kecapesa CeveHus, KposoroTtepss cocTtasuna 500 mn.
lMocneonepaunoHHbI Nepuof npoTekan 6e3 OCNOXHEHWNA.
MauneHTKa 6bina BbiNMCaHa OMOW Ha 6-€ CyTKM nocne poaos.
Ha 7-e cyTkn nocne pofos passBuIioCb MacCMBHOE MaTO4HOe
KpoBoTeyeHue. MNauneHTka 6bina rocnutannanpoBaHa B ApxaH-
renbCKylo 06NacTHY KIMHWYECKY 60nbHULY. KpoBoTeveHne
6b1S10 KyNMpoBaHO 3amMecTuTenbHon Tepanven Memare N B gose
100 ME/kr 2 pa3a B CyTKM B Te4eHMe 3 CyTOK.

C poknagom «bonesHb Bunnebpanpa — acnekTbl guarHocTu-
KN 1 Nle4eHns y feTein» BbICTYMNWUN aCCUCTEHT Kadeapbl OHKOSO-
rMn, remMaTosiorum n fiy4eBor Tepanuu neguaTpuyeckoro da-
Kyneteta Poccuinckoro HaumoHanbHOro MccnefoBaTesibCKoro
MeguumMHCKoro yHueepcuteta um. H.W.Muporosa MwuH3gpasa
Poccun (Mockea) N.B.CeupuH. B 4acTHOCTU, OH ckasan, 4To ans
paHHeln OMarHOCTWKW HacnefCTBEHHbIX KoarynonaTtui, B TOM
yncne n BB, 6bina paspaboTaHa cneuumanbHas aHkeTa, pa3gesb-
Haa Oona MalibynkKOoB U OeBOYEK. B aHKeTy ObINN BKIOYEHBI
BOMPOCHI O Hann4uun y pebeHka BCex BO3MOXHbIX remopparu-
YeCKMX NPOABMEHWNI, YAaCTOTE X BO3HUKHOBEHWS, XapakTepe ux
NosiBNEHNA (CMOHTaHHbIE MNN MHOYLUMPOBAHHbLIE) U psg OpYyrux
xapaktepucTnk. OueHKy npoBoavnuM no cymme 6ansnoB, noka-
3aHMeM [ANs KOHCynbTauuMu remartoniora fBnsanucb 4 n 6onee
6annoB. AHKETUPOBaHWE NPOBOAUSIN CPEQN POAMTENEN LLKOMb-

HMKoB 12 wWwKon Bcex okpyroB MockBbl. Bcero 6bi10 posgaHo
5009 aHkeT, BO3BpalleHa poauTenamMum ana o6padboTKu
3041 (60,7%) aHkeTa. Okasanocb, 4to 337 (11,1%) aHKeT He
nogsiexanu aHanuay, Takum 06pasom, B aHanu3 6bim BKIOYe-
Hbl OaHHble 2704 (88,9%) aHkeT. B pes3ynbrate aHkeTupoBa-
HWS1 BbIIO BbISIBNIEHO, YTO remMopparnyeckme nposiBfieHns oTme-
yanucb y 930 (34,4%) peTert n nogpocTkoB. Hanbonee 4vacTo
y AeTel BbIABMSANMCbL HOCOBblE KpoBOTeYeHus (683, nunun 73,4%,
pebeHka), Ha 2-M MecTe OblfiM KPOBOTEYEHWSI U3 POTOBOM MOJIOC-
™ (252, nnun 27,1%, pebeHka), Ha 3-M MecTe — KOXHbIA reMop-
parudeckuii cuHgpom (100, unm 10,8%, netewn) n Ha 4-m mecTe —
MaTo4Hble KpoBoTedeHus (30, unm 3,2%, OeBYLLEK).

3artem [M1.B.CBupuH pacckaszan, 4to B MockBe npoxmBaeT
6onee 1,5 mnH peten, a B MockoBckon obnactn — 1,3 MIH
neten. PacyeTHoe Konn4yecTBo geteln ¢ BB nomkHoO coctaBnsaTb
okono 280 yenosek. Ha 01.01.2011 BB puwarHoctnposaHa
y 74 petei n nogpocTKoB B Bo3pacTe Ao 18 net, u3 Hux 54 pe-
6eHka npoxusatoT B Mockse, 20 geteir — B MOCKOBCKOM 06-
nactn. BB tmna 1 pgmarHoctupoBaHa y 51 (68,9%) 60nbHbIX,
BB tMna 2 —y 12 (16,2%) 60nbHbix 1 BB Tna 3 —y 11 (14,9%)
6O0NbHbIX.

M.B.CBupyvH oTmeTun, 4to gns avarHocTmkm BB y peten
B MockBe nm MOCKOBCKOW 061aCcTh MPUMEHSIOT crnegytoLlme
NnabopaTopHble TECTbI: BPEMSI KPOBOTEHEHUS, KOIMHECTBO TPOM-
6ountoB, VWF:RCo, VWF:Ag, RIPA, FVIII:C, aHanua mynstume-
pos VWF.

N3 74 6onbHbix BB B perynapHon Tepanuu HyXpatoTcs
7 60nbHbIX (2 60MbHBLIX C THXXENbIM TeveHem BB, Tun 1; 2 6onb-
HbIX C TUMNOM 2A; 3 60MbHbIX C TUMOM 3) B CBA3M C MAaTOYHbIMU,
HOCOBbIMW KPOBOTEYEHMAMMU, KPOBOTEHEHMUAMU U3 MOSIOCTU pTa
W remapTpo3amu.

IM.B.CeupuH ckasan, 4To B MOpPO30BCKOWM OETCKON FOPOACKON
KNnMUHMYeckon 6onbHuue [lenapTameHTa 34paBoOXpaHeHus
MockBbl B fiedeHuun geter u nogpocTkoB ¢ BB npuMeHsoT kak
crneundmyeckyo (3aMecTuTenbHas Tepanus KOHLieHTpaTamu
FVIIl + vWF — lemare I, Bunate; DDAVP, TpOMOGOKOHLIEHTpAT),
Tak U Hecneumguyeckyto Tepanuio (QULMHOH, aMUHOKanpOHO-
Bas KWUCNOTa, MECTHble KPOBOOCTaHaBNMBAKOLINE CPEACTBA,
MexaHUYecKnii remocTtaa). Boibop remocTatuyeckmx npenapa-
TOB 3aBucuUT OT TUNa BB un TaxecTn TeyeHusa npouecca. [osa
koHueHTtpaToB FVIIl + VWF gna neyenuns BEB 3aBucut oT Tuna
KPOBOTEYEHMSA: NPpU 6ONbLUNX ONepaumusx n KPOBOTEHEHMAX [03a
coctaenset 50 ME/kr, npu manbix onepauuax — 40 ME/kr, npu
SKCTpakummn 3y6os — 30 ME/kr, npy He60MbLLMX CIOHTaHHbLIX UNN
NoCcTTpaBMaTNYeCKMX KpoBoTe4eHusax — 25 ME/kr.

M.B.CBMpWH OTMETWA, YTO BBEAEHME NpenapaToB MOXET CO-
NPOBOXAATbCA CYObEKTUBHBIMW HapyLLEHNAMMU (ronoBHasa 601k,
MyIoXoe Camo4yBCTBME), aHAUNAKTUHECKUMW U anfiepruyeckm-
MU peakuusiMu, TPOMOOTUHECKUMW OCHOXHEHUAMU (Y OeTen
NPaKkTUYECKN HE BCTpeYaroTCs).

C poknagom «OCOOGEHHOCTUN BEAEHMUS XEHLUMH C 60Me3Hbto
Bunne6paHga» BbICTynuna Hay4Hbli COTPYOHWUK OTAENEHUS pe-
NPOAYKTUBHOW remMaToniorMm U KIMHUYECKON reMOoCcTa3nonorum
Hay4Horo ueHTpa akyLepcTsa, rTMHEKONOrnn 1 NEPUHaATONOr N
uwMm. akag. B.W.Kynakosa MwuH3gpaBa Poccum (Mockea) KaHp.
men. Hayk M.A.BuHorpagosa. OHa yka3ana Ha TO, 4YTO OCHOBHbI-
M1 3aja4amMu BEOEHUS XEHLUUH C HAaCNeaCTBEHHbIMU reMoppa-
rmyecknumn 3abonesaHusmun, B ToM yncne ¢ BB, asnaoTcs ynyy-
LIEeHNE KavyecTBa XWU3HW 60JbHbIX MU BO3MOXHOCTb 6€30nacHOn
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peanusaumm penpogyKTMBHOM hyHKUMKM. B peluerHnn atux 3apaq
MMeIoTCA crneayoLume npobnemslt:

* HefoCTaToYHas WM HeCcBOEBPEMEHHas OMarHOCTUKa Ha-
CneacTBEHHbIX reMopparn4ecknx 3abonesaHunii;

* OTCYTCTBME MH(POPMMPOBAHHOCTU NALMEHTOK;

* OTCYTCTBME CMELManM3MPOBaHHbIX y4PeXaeHW;

* OTCYTCTBME NPOTOKOMOB BeAEeHUs 6epeMeHHbIX C Hacnep-
CTBEHHbIMW reMopparn4eckmMmm 3a60neBaHnaIMun.

M.A.BuHorpagosa mnoA4YepkHyna BaXKHOCTb MJIaHUPOBaHUA
6EPEMEHHOCTM Y XXEHLUWH C HaACNeLACTBEHHbIMW remopparu-
YeCKNMM 3260/1EBAHUSAMN U FTEHETUHECKOIO OTCINIEXUBAHUS POX-
OEHHbIX OeTen.

Joknagyumk oTMeTuna, 4To BefieHne 6epeMeHHOCTU Y XeH-
LWH C HacnencTBEHHbIMU reMopparnyeckummn 3aboneBaHnsaIMm
TpebyeT yqacTuns MynbTUAMCLUNIIMHAPHON KOMaHbI creumanmnc-
TOB — aKyLUEPOB-TMHEKONIOrOB, remMaTosioroB, aHeCTE3NONOroB,
HeoHaTonoroB, padoTalmnx B BbICOKOKBANMPULNPOBAHHOM
cTauuoHape ¢ Hann4mem BO3MOXHOCTM NabopaTopHOM AMarHoc-
TUKM HapyLLEHUA B CUCTEME reMocTasa.

3atem M.A.BuHorpagosa pacckasana o0 TOM, YTO Y >XEHLLVWH
MOryT 6bITb reMopparn4eckme nposiBNeHnsa OT MeHapxe Oo cTa-
poCTW: MeHopparnm, remopparmieckme KUCTbl SMYHMKA, BbIKU-
OblLN, KPOBOTEYEHUS, MOCNEPOLOBbLIE KPOBOTEHYEHUS, KPOBOTE-
YeHus B noctmeHonayse. O6usbHblE MEHCTPYyarnbHblE KPOBOTE-
YeHUs 3a4acTylo ABNAITCA OCHOBHbIM CMMMTOMOM remopparu-
YeCKMX 3a60/1EBaHUN Y XEHLLWH, OHU BCTpevatoTes y 32—100%
60nbHbIX BB, y 98% 60nbHbIX TpombacTeHuen [maHumaHa,
y 51% 60nbHbIX ¢ cuHagpomom bepHapa—Cynbe, y 59% 605bHbIX
¢ pecpmumntom FXI, y 10-57% HocuTeNbHUL, reHa remocunum m
y 35—-70% 60sbHbIX C PEAKUMW HACNEACTBEHHbIMWU remMopparu-
Yecknmmn 3abonesanHuamm (gecpuumnt Fll, FVII, FXIIN) [13].

Joknagumk oTMeTuna, 4To y XeHLUMH ¢ MeHopparnsamu B 20%
crny4aeB BbIABAATCA koarynonatum: B 5—-20% cny4yaes — BB,
B 1-5% cny4aes —TpomboumTonatum, B 1-3,5% cny4aes — HOCK-
TENbCTBO reHa remocpmnum A vnm B, B 1% cnyyaeB n meHee —
penKkve BpoXAeHHbIE AednUmnTbl PaKTOPOB CBEPTbIBAHUS KPOBU
(I, I, V, VII, X, XI, XIll). )KeHLUnHbI ¢ MeHopparmen gOmkHbI NPOo-
TV MONHOE IMHEKONOrMYeckoe obcnefoBaHNe OO0 Ha3Ha4YeHus
Tepanuu (cteneHb pekomeHpaumi C, ypoBeHb AoKal3aTenbHOC-
™ V) [14, 15].

3atem M.A.BuHorpagoBa octaHoBMnachk Ha Bonpocax nede-
HUSA MeHopparmi npu BB. B yacTHoCTK, oHa ckasana, 4To Tepa-
nuewn Bbibopa B fieHeHnn MeHopparuin npyu BB senatoTca komou-
HUPOBaHHbIE OpanbHble KOHTpauenTMBbl (3CTPOreHbl NpepoT-
BpaLLaloT KPOBOTEYEHNE MPOpbIBa, MPOreCTUHbI NPENSATCTBYIOT
OBynAUMK; CTeneHb pekoMeHdauun B, ypoBeHb pokasatesb-
HocTu ll), Takxe B neveHum meHopparui npu BB npumeHsioT
JIEBOHOPreCTPEN-BbICBOGOXAAIOLLYIO BHYTPUMATOYHYIO CMNU-
panb (cTeneHb pekomeHfauun B, ypoBeHb [OokasaTeflbHOC-
v lIb), npn nnaHnpoBaHUn 6€pPEMEHHOCTUN — UHMMOUTOPbI PU6-
puHonuaa, DDAVP, koHueHTpatbl FVIII + VWF (cTeneHb peko-
mMeHgaumin C, ypoBeHb gokasatensHocTtu V) [14, 15].

M.A.BuHorpagoBsa oTmeTuna, 4TO XMpypruyeckoe redeHue
(BbICKabnMBaHWe MNONOCTM MaTKu) He3adEKTUBHO B NnaHe
OCTaHOBKW KpoBoTeyeHus npu BB (cteneHb pekomeHgaumii C,
ypoBeHb fokasatenbHocTu IV) [14, 15].

3atem M.A.BuHorpagoBa ocTaHOBWUMacb Ha remopparmyec-
KMX Knuctax andHmnka. OHa ckasana, YTo KpOBOU3NUSHNE B Pe3u-
OyanbHbIA PoNvKyn BO Bpems OByNALMM npoucxoauT y 6,8%

XeHwuH ¢ BB [13]. JleyeHne remopparmyecknx KUCT SIMYHMKA
BKIIIOYAET XMPYPruyeckuin MeTod, MHIMomuTopbl nbpruHOnn3a,
BO3MOXHO Ucnonb3oBaHue kKoHueHTpatos FVIII + vWF. C uensto
NPOOUNaKTUKM peLmnamBa HasHayaroT KOMOVHUPOBaHHLIE oparb-
Hble KOHTpauenTuBbl (CTeneHb pekomeHgaumii C, ypoBeHb Oo-
kasaTtenbHocTyn V) [15].

Hanee M.A.BuHorpagosa pacckasana o TeyeHun 6epemeH-
HOCTU y naumeHTok ¢ BB. B yacTHocTW, oHa ckasana, 4YToO BO
BpeMs 6epeMeHHOCTN OTMeYaeTCcs NOBbILLEeHWE KOHLUEeHTpaLuum
dubpuHoreHa, aktmsHoctn FVII, FVIII v konuyectsa VWF
(VWF:Ag) [16, 17].

Mpn BB tna 1 vVWF:Ag Ha4nHaeT nosbILaTbCA B OCHOBHOM
Bo Il TpumecTpe 6epemMeHHOCTU. He y BCeX 6epeMeHHbIX XeH-
wuH konunyectso VWF nosbiwaeTtca o 6esonacHoro. B nocne-
pogosom nepuope VWF:Ag cHMXaeTCcs [0 UCXOAHOMO 3Ha4YeHus,
YTO CO3[aeT PUCK MOCNEPOLOBOro KPOBOTEHEHUS.

Mpn BB Tnos 2A 1 2M, HecmoTpsl Ha noBbiweHue FVIIEC n
VWF:Ag, npaktudeckn He mamensetcs VWF:RCo. Koppekumu
HepocTaTka Mynstumepos VWF He npoucxogut. Mpun BB tnna 2N
(myTaumsa R854Q) obbi4HO npoucxoamTt Hopmanuaaums FVIII:C.
Mpu BB Tnna 2B, o6ycnosnenHon mytaumnamm R1308C, M1316V,
MOXET yCyrybnarsca TPOMOOLUTONEHUS, B CBA3U C 3TUM He pe-
komeHgyeTcs ucnons3osats DDAVP. NMpu BB Tuna 2B, o6ycnos-
neHHon MyTauven P1266, Ha6niojaetcs HOpManbHOe Konu-
4eCTBO TPOMOOLIMTOB.

Mpw BB tvna 3 FVIII:C n vWF:Ag npakTuyeckn He MeHsIIoTCs,
W Takne 60nbHbIe HYXAAKTCA B NPOBEAEHUM 3aMeCTUTENLHON
Tepanun BO BpemMs 6epemMeHHOCTW, POAOoB, B MOCNEPOfOBOM
nepuone koHueHtpatamm FVIII + vVWF. 310 Hanbonee Tskenas
rpynna 60sbHbIX.

M.A.BuHorpaposa oTMeTUNa, 4YTo permoHasibHyt0 aHecTesuto
MOXHO Mcnonb3oBaTh y 60nbHbIX ¢ BB Tvna 1 npu vWF:RCo un
FVIII:C 6onee 50 ME/gn (cteneHb pekomeHgaumn C, ypoBeHb
pokaszatenbHocTu V) [15]. PermoHanbHyto aHecTe3nio He peko-
MeHZyIoT npumeHsaTs npu BB Tunos 2 n 3. Puck npouenypesl
He [OMKeH npesbiwaTb pUCK obLlen aHecTe3un. Heobxoamm
OMbITHBIN aHECTe3MOosO0r, rapaHTUPYIOLLMIA MUHUMAanbHYO Tpas-
MaTM4HOCTb MpoLeaypsbl.

M.A.BuHorpapgoBa ckasana, 4To 4actoTa npepbiBaHus 6epe-
MEHHOCTU Ha PaHHUX Cpokax y 60nbHbIX BB He npesblwaeT 06-
LenonynaunoHHbin puck 12—-14%. Kak camonpoun3BosibHbIN
BbIKMAbILL, TaK U MEQULIMHCKWUIA abopT MOryT COMPOBOXAaTbCSA
3HauuTenbHbIM kposoTedeHneM. Mpu VWF:RCo un FVIII:C meHee
50 ME/gn noka3aHo Ha3Ha4veHue koHueHTpatos FVIII + vVWF.

Oanee M.A.BuHorpagosa oTmMeTuna, 4to 4YacrtoTa nocrnepo-
JOBbIX KPOBOTEYEHUI B MOMNYNALMM 300POBbIX XEHLLMH COCTaB-
naet meHee 1%, y 6onbHbix BB — 20-25%. Y 6onbHbix BB noc-
NepopoBble KPOBOTEYEHWA MOryT HabnmioaaTeCs Kak B 1-e CyTku
nocsie poaoB, Tak U OTCPO4EHO (B0 6 Hep nocne poaoB), B cpea-
HeMm Ha 15,7 + 5,2 oHa nocne ponos. Bo3epalleHne konnyecTea
N aKTUBHOCTW (DAKTOPOB CBEPTbLIBAHMS KPOBM K MCXOOHBIM 3Ha-
YeHnsM npoucxogut K 21-my OHIO nocne popos. B TeueHve
3TOro nepuofa Heob6xoaMmo HabnwpaTe 3a XeHwmHou ¢ BB.
®daKTopamMun pucka pasBuUTUS NOCNEPO[OBLIX KPOBOTEYEHUI AB-
NATCSA OCTaTKU NaLeHTapHOW TKaHW, NaTonorns SHAOMeTpus,
koarynonaTuu, Bo3pacTt 6onee 35 neT, Hann4ne NOcnNepoaoBoro
KpPOBOTEYEHUs1 B aHaMHe3e, MHoronsiogHas 6epeMeHHoCTb, Anu-
TeflbHble POfbl, WCMNOMb30BaHWE LUMMLOB WM SKCTPaKTopa,
aHemus.

aa
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3atem foknagymk pacckasana o TOM, Kak crnegyeT Habnio-
0aTb 3a HOBOPOXAEHHBLIMU OT XeHLUMH ¢ BB. B yacTHoCcTU, OHa
ckasana, 4to BB moryT Hacneposatb et 060ux NONoB. Tsaxe-
nyto dopmy BB TMna 3 MOXHO AguarHocTMpoBaTb Hernocpep-
CTBEHHO MOCne poXAeHusa Mo o6pasLy MynoBMHHOW KPOBMW.
Bonee nerkne copmbl BB gnarHoctuposartb Yy HOBOPOXAEHHbIX
NPaKTUYECKN HEBO3MOXHO B CBA3U C TEM, YTO HAPYLLEHWS CBEP-
TbIBAHUSI KPOBM Y HOBOPOXAEHHbLIX B OGOMbLUMHCTBE Cly4aeB
ABMAOTCA OOCTATOYHO JIEFKUMMW; MOCIE POXAEHUS KONUYECTBO
VWF 3HaunTenbHO NoBbILLAETCS U 06cnefoBaHve crnegyet npo-
BOAMWTb Yepe3 HECKONbKO MECALIEB MOCNE POXOEHMS.

M.A.BuHorpagosa otmeTuna, 4to no gaHHbIM KokpaHoBCKOM
6MONNOTEKN HE MOMYYEHO PEe3ynbTaToB PaHOOMM3VMPOBAHHBIX
KOHTPONMUPYEMbIX UCCrefoBaHUi, CBUOETENbCTBYIOWMX 06 3d-
hekTMBHOCTN U 6e3onacHocT npumeHeHuss DDAVP Bo Bpewms
6epemeHHocTM [18].

Danee M.A.BuHorpagoBa nogpo6HO ocTaHOBWUNACb Ha pe-
XXMME [O03UPOBaHUSA KOHLIEHTPATOB (DaKTOPOB CBEPTbIBAHMSA
KpOBM B pofax y naumeHTok ¢ BB. B yacTtHOCTM, OHa ckasana,
410 Heobxoanumo obecnevntb VWF:RCo 60% u 6onee u FVIII:C
40% un 6onee. B pogax vcnonb3yloT Harpy3oydHyto gosy vVWF
50-75 ME/kr, npn BB tvna 3 — go 80 ME/kr, 3aTtem npu keca-
PEBOM CEYEHUWN KOHLUEHTpaTbl (DAaKTOPOB CBEPTHIBAHWUS KPOBU
BBOAAT B fo3e 40-60 ME/kr, npy HEOCNOXHEHHbIX pojax —
B po3e 20-30 ME/kr kaxpgble 8-12 4 gna noppepXaHus
VWF:RCo 50% un 6onee po 10-14 gHen. Joknag4vk nogyep-
KHymna, 4TO Npu pac4eTe 003 KOHLEHTPaToB (pakToOpoB CBEPTbI-
BaHWs KPOBM HEOOXOAMMO y4MTbIBaTb, YTO Kaxkgaa 1 ME/kr vWF
nosbiwaet VWF:RCo Ha 2%.

Hanee M.A.BuHorpagosa npusena npumep pacyetra [o3bl
npenapata lemate I, B 04HOM (hriakoHe KOTOPOro COQEPXMUTCA
250 ME FVIIl n 600 ME vWF, y naumeHtkn ¢ BB. Macca Ttena
XeHLwmHbl coctaenseT 70 kr, VWF:RCo — 12%, ueneBoe 3Ha4e-
Hne VWF:RCo 6onee 60%. [Jo pogoB Heo6XxoOMMO MOBLICUTb
VWF:RCo mMuHumym Ha 48%. MuHumanbHas posa [emate [
coctaensaet 24 ME vWF/kr (1680 ME vWF), 4To npMMepHO COOT-
BeTcTBYeT 3 (prnakoHam npenaparta 1-2 pasa B CyTku. Harpy-
304Hasa gos3a B popax coctaeBnsetr 50-75 ME vWF/kr (3500—
-5250 ME vWF) 3a 1-2 4 fo pogoB, 4TO COOTBETCTBYET 68 hna-
koHam npenaparta lemate . MNpu KecapeBomM cedeHun [o3a
lemate I coctaBnaet 40—-60 ME vWF/kr (2800—-4200 ME vWF),
YTO COOTBETCTBYET 5-7 dhrnakoHam npenapaTa, Npu HEeOCNoX-
HeHHbIX pogax — 20—-30 ME vWF/kr (1400-2100 ME vWF), 4to
COOTBETCTBYET 2—3 hnakoHam npenapara 2 pasa B A€Hb B Teye-
HWe He MmeHee 10-14 gHeln. Takum 06pa3oM, B O6LLEN CTOXXHOCTU
nauneHTke noHagobuTcsa B ctaumMoHape He MeHee 30 donakoHoB
npenapaTta N'emarte I, B 0ogHOM hnakoHe KOTOPOro Coaep>XXuTes
250 ME FVIIl n 600 ME vWF. Yepes 1-2 cyTOK NpoBOAAT KOHT-
ponbHoe o6cnepnoBanue: FVIII:C pnonmxHa coctaBnsitb He 6onee
250%, VWF:RCo — 50-200%.

Joknagbl BbI3BanM XMBOW WHTEPEC Y MPUCYTCTBYIOLLMX Ha
KOHgbepeHuun cneumannctoB. KoHdepeHuns 3aBepLumnach
BCECTOPOHHMM OBCY>XOEHMEM BOMPOCOB flieydeHus 60nbHbIX BB
B Pa3fMYHbIX KITMHUYECKUX CUTyaumsX.
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