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K [IpUKa3y

MuHuCTEpPCTBA 3APaBOOXPAHEHHS
Pecniy6nuku benapych

201 Ne
KJIMHUYECKHI ITPOTOKOJI
JUATHOCTHKH H JIEYCHHUS ITalIUCHTOB C 60H63HBIO Bmme6palma
TJIABA 1
OBLIYE ITOJIOXKEHUA

1. KnuBuyeckuil MpoTOKOJ AMArHOCTHKH M JIeYeHHs IAIMeHTOB ¢ 3a00-
neBanueM «Oone3ns Bunnebpanna» (nanee-bB), mpenHasHaueH Ul OKa3aHMs
MEIUIIMHCKOM MOMOIIM B CTalHOHAPHBIX YCIIOBHSIX PaHOHHBIX, OOJACTHBIX H
pecny0INKaHCKUX OpraHU3alUi 3ApaBOOXPAHEHHs, UMEIOLIMX B CBOEM COCTaBe
reMaToJIOrHYeCKHE OTIEIICHMUS.

2. BospacTHast kareropusi: B3pocjioe U JeTCKOE HaceJIeHHe.

3. HaumeHoBanme HoO30J0rd4eckoii ¢opmsl 3aboneBanus (wudp Io
MKB-10): 6ose3up Bunnebpanga — D68.0;

4. Onpenenenue: BB npencrabnsger coboil HacneacTBeHHOE 3a00IeBaHHE
CHCTEMBI CBEPTBHIBAHUSI KPOBH, XapaKTepHU3YIolleecs KOJIMYECTBEHHBIM HIIM Ka-
4eCTBEHHBIM HapylleHueM cuHTe3a ¢pakropa Buuiebpanza.

5. Onupemuonorus. PacnpoctpaneHHOCTs bB B momynsuuu cocrasiiser
1-3%. PacnpocrpaHeHHOCTh TsDKeNOH (QOpMBI B IOMYJSILUH COCTaBJIAET
~0,01%, 4TO, MPUMEPHO, COOTBETCTBYET PaclpOCTPAaHEHHOCTH reMOUIINH.

I'JIABA 2
KIIACCUDUKAILIUA

6. ImeroTcsi Tpu OCHOBHEIX THUIA 3a00/I€BaHUA.

6.1. Tun 1 3a6oneBanus 006yca0B/IEH YMEPEHHO BHIPRKEHHBIM KOJINYECT-
BEHHBIM JAepuuuToM ¢akTopa BunneOpaHna, MynbTHUMEpHas CTPYKTypa €ro
COXpaHEHa.

JInst ;anHOrO TUMA 3a00IeBaHUs XapaKTEepPHO CHIDKEHHE YPOBHS aHTUI€HA
¢akropa BumneOpanga (VWF:Ag), pucronervH-kodakTOpHOH aKTUBHOCTHU
(VWF:RCo) u cHmxeHHe arperauvu TpoMOOLIMTOB, HHAYLIUPOBAHHON PHUCTO-
nutuHoM. YacToTa AaHHOH GopMH coctaBnseT 75-80% ot Bcex crnydaeB 3ab0-
neBanus. HacienoBanve ayToCOMHO-JOMHHAHTHOE.

6.2. Tun 2 3abosieBaHus, 00yCJIOBJIEH Kauye€CTBEHHBIMH H3MEHEHUSIMH
¢dakropa BunneGpanaa, CBA3aHBEIMH ¢ HapylleHHeM GOPMHPOBaHHS MYJIbTHME-
poB. lloapazaensior Ha moaTunel/BapuanThl: 2A, 2B, 2M, 2N.
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BapuaHT 2A - UMeTCs AePEKT CEKpeLHUH BBICOKOMOJICKYJISIPHEBIX
MyJI5THMEPOB U TIOBBILLIEHHE MTpoTeou3a ¢pakropa Bunnebpanaa.

Bapuant 2B - 3aperucTpupoBaHO MOBBIIIEHHOE CPOACTBO IUIA3MEHHOIO
daxropa Bunnebpanga Kk TpoMOOLHUTAPHOMY PELENTOPY ITIMKONPOTEUHY Ib.

Bapuanut 2M — HapyiieHa cBsi3b 1asMeHHoro ¢akTopa Bunnebpanna ¢
peuenTopoM X ¢akropy BuuieOpanna Ha MeMOpaHe TpoMOOUHMTA - TIIMKOIPO-
TeuHOM Ib.

Bapuaut 2N - HopMaJIbHBEIH ypoBeHp (akTopa Bunnebpanaa u Hapyiie-
aue cBsa3u dakropa VIII u paxropa BunneOpanna, BCaeACTBHE YEr0 PETHCTPH-
pyioT Hu3Kuit yposeHns ¢pakropa VIII (FVIII) B miasme kposu.

Hacnenopanue bB 2 Tuma ayTOCOMHO-IOMHHAHTHOE, 32 HCKIIOYEHHEM
2N tuna, rae oHo pereccuBHoe. YacTtora BCTpeyaeMOCTH AAHHBIX QOpM CO-
craBinseT 5-15% oT Bcex ciyuaes 3aboeBaHuysl.

6.3. Tumn 3 sBnseTcs Hanbonee Tsxkenoi Gopmoil 3a001eBaHuUs C IOJIHBIM
nepunmtoM dakropa Bumnebpannga. Xapakrepusyercs OTCYTCTBHEM (akropa
BunneGpanja B 1miasme, TpOMOOLMTAX M COCYAUCTON CTEHKE. YPOBEHb (PaKTo-
pa VIII mmxe 10%. HacnegoBanue ayrocoMHo-penieccuBHoe. Yacrora BCTpe-
gaeMocTd 3-To Tana meHee 5%.

7. Knaccudukauusi bB no creneny TsHKECTH OCHOBaHa Ha OLICHKE CTele-
HH CHIDKEHUS YPOBHS KOaryJISMOHHOM akTuBHOCTH ¢akropa VIIL

7.1. Taxenast ¢opma - yposeHs daxropa VIII 1-5%. I'emopparnyeckuii
CUHAPOM NPOSIBIISETCS YK€ B AETCKOM BO3pacTe U XapaKTEepU3YyeTCs YaCThIMU U
TIPOIOJDKATENIFHBIMU HOCOBBIMU KPOBOTCUYECHHUSIMU, ITOAKOKHBIMU KPOBOU3IIHUS-
HUSMHU. Y HEKOTOPHIX MallMeHTOB BO3HUKAIOT reMapTpo3bl KPYNHBIX CyCTaBOB
¥ reMaToOMBl. Y XEeHIIUH OOUIbHbIE MAaTOYHbIE KPOBOTECYEHHUS.

7.2. Cpennetsixenas gopma - ypoeHb ¢akrtopa VIII 5-30%. Xapakrepu-
3yeTCsl YMEpPEHHO BBIPaXEHHBIM TIeéMOpparuyeckuM CcuHApoMoM. Hocosele,
JIECHEBbIE KPOBOTEUYEHHSI BO3HUKAIOT CIIOHTAHHO HJIM IOCie HeOONbIOoH TpaB-
MBI.

7.3. Jlerkast popma - ypoBens ¢daktopa VIII > 30%. Knunuueckast cum-
INTOMaTHKa MaJloBbIpakeHa. JacToTa reMopparnyeckux 3MU300B - HECKOJIBKO

pa3 B roJ. KpOBOTe‘{eHI/IH MOT'YT BO3HHKATh ITOCJI€ TpaBMbl HJIH IMMPOBCACHHA
ON€paTUBHBEIX BMCIIATCIABCTB.

I'/TABA 3
JUATHOCTHUKA BOJIE3HU BUJIJIEBPAH/JIA
8. Heppuunnivy npusvakavy bB ABISHOTCS FCMOPPATMUICCKUS TIPOSIRITC-
HUS, XAPAKTEePHBIC S CMEIaBBOTO THITG KPOBOTOHHBOCTH! IEMODPAIHICCKas
CHITE HA KOKE Y CAMBHCTBIX, KPOBONOATEKH, KPOBOTOUHBOCTE CHUBHCTRIX (HO-

CORLIC, JICUHOBLIS, MITOMHRBID &f}?i“&i‘&d;%‘f} POMOUTDOGLI, TOMBTOMBL, ROV~
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JTOMHO-KUHICHUHBIC KPOBOTEUEHIS, KPOBOMBAMAHNUE B HEHTPAILHYIO
HEPBHYIO CHCTCMY, KPOBOTEUEHHS NP XUPYPYTUHECKUX BMemaTe beTBax (B
TOM UHCIIC MATTRIX ) 1 TpaBMax.

JNuar"os BB ycraHaBiaMBarOT Ha OCHOBaHHH KOMIUIEKCHOTO 00C/en0Ba-
HHs, BKJIIOYAIOIIET0 I'eHEeaIOrM4yeckKue JaHHble, OUEHKY KIMHUYECKHX IPOsSiB-
JIEHHH ¥ Pe3yNBTaTOB MUCCAEAOBAHUS MOKaszaTelel MIa3MEHHOro H TpOMOOIH-
TAPHOTO 3BEHHEB CHCTEMbI CBEPTHIBaHUA KpoBH. [ Tsokensix ¢opM bB xa-
PaKTEpHO:

CHIDKEHME TPOKOAryJISHTHON akTHBHOCTH ¢QaxrTopa cBeprTeiBaHus VIII
(FVIIL:C);

CHHDKEHHE arperanuy TpoMOOLUTOB, HHAYIHPOBAHHON PUCTOLIMTHHOM,

CHH)KEHHE PHCTOLMTHH-KO(GAKTOPHOH akTUBHOCTH (pakTopa Busmiebpan-
Aa;

CHH)KeHHMe aHTHreHa ¢akTopa BuieOpana.

JIng manueHToB CO CpeaHETHKEIBIMU B JerKuMu popmamu bB 3HaueHus
IEePEYNCIICHHBIX MoKa3arenel BapuadenpHbl. 1103TOMy Ha 3Tane QUarHOCTHKH
3a00JIeBaHKs HCCIIEOBAaHHE OCYILECTBIIAIOT B AMHAMUKE ¢ HHTEpBaJIoM 3-4 Me-
csilja BHE MpHeMa JIeKapCTBEHHBIX CPElCTB, BIUSIOIMIMX Ha CBEPTHIBAHUE KPOBH,
u30eras oOciieoBaHUs MALHEHTOB B TEUYEHHUE 2 HEJElb I10Cie NEePEeHEeCEHHBIX
BOCTIAIMTENBHBIX 3a00seBannii. [Ipu obpallieHHy ManMeHTOK ¢ kajobaMu Ha
OOWJIbHEIE MECSYHEBIE AHArHOCTUYECKOE HCCIENOBAaHWE CBEPTBHIBAHUS KPOBH
BHIMOJIHAIOT OBaXABI B IEPBYIO ¥ BTOPYIO a3y HUKIIA.

8.1. Ilepeuens BHIIIOJIHIEMBIX JIaOOPAaTOPHBIX UCCIENOBaHUM.

8.1.1. AKTHBHPOBaHHOE YAaCTHYHOE TPOMOOIJIACTHHOBOE BpeMs (Hmasee-
AYTB). 3nauutensuoe ymiuHenne AUTB ykaspiBaer Ha aeduuut ¢GakTopoB
XII, X1, IX (npu yposHe daxropa 20% u Hmxe), uma VIII (30% u Huxe), a
TaK)X€ BEPOSTHOE HaJiMyWe B IUTa3Me KPOBH MNATOJOTHYECKHMX HHTHOUTOPOB
CBEPTHIBaHUS.

8.1.2. Onpenenenrie KoaryasiMOHHON akTUBHOCTU ¢akxropa VIII. IIpn
ypoBHe dakropa VIII or 1 no 5% AuarHoCTUPYIOT TSKEIYH0 KIMHHUYECKYIO
dopmy Gonesnu Bmnebpanna, 5-30% cpenseit crenenn TspxectH, 6onee 30% -
nerkas ¢opma 3ab0JieBaHUsL.

8.1.3. UccnenoBanue akTuBHOCTH Pakropa Bunnebpanna. Ilposonar nus
yTouHeHus noaruna bB.

8.1.4. Onpenenenue ypoBHs anTurena akropa Bumnebpanaa. Ilpooaar
nagueHTam aiisg quarHoctukd tuna bB. ITpu 1 Tune cooTHomieHne koarynsmny-
oHHo#t aktuBHOocTH (paktopa VIII (FVII:C) u ypoBHs anturesa gaxropa Bum-
nebpanna (VWF:Ag) npubmmxkaercs k 0,7—1, mponopiiMoHanbHO CHW)KEHBI aH-
tureH paxropa BusieOpaniga u pucTOLETHH-KOGAaKTOpHAsk aKTUBHOCTh C COOT-
HomenneM VWEF:RCo / VWF:Ag > 0,7. Ilpu coorsHomenuu VWEF:RCo /
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VWEF:Ag < 0,7 nuarnoctupytot 2 tun bB. Ilpn 3 Ttune cooTHoluleHre HEBO3-
MOXHO M3MEPHUTH U3-32 MAJIIOTO 3HAYCHHUS aHTUTeHa ¢akTopa Bunnebpauna.

8.1.5. MccienoBanue arperaiii TpPOMOOIIMTOB, HHIyLIUPOBAHHON PUCTO-
neTMHOM. IIpy MOBBIIEHUH arperalliOHHON aKTUBHOCTH TPOMOOUMTOB B IIpH-
CYTCTBHH PHCTOLIETHHA B KOHEYHOH KoHLeHTpauuu 0,8 MI/mMi1 ¥ MeHee Juarto-
crupyroT 2B tun 6one3nu Bunnebpanaa. Huskue, o cpaBHEHHIO C KOHTPOJIEM,
NI0Ka3aTeIM arperalliOHHON aKTUBHOCTU TPOMOOLUTOB MAalLMEHTa B MPHUCYTCT-
BHHM PUCTOIIETHHA B KOHEYHOW KOHLIEHTpaluu 1 mr/mn u Oonee, yalie perucr-
pupytot npu tunax 2A u 2M. Ilpu 3 tune arperanus TpoOMOOLUUTOB, HHIYLIU-
poBaHHAsl PUCTOLIETUHOM, OTCYTCTBYET.

8.1.6. Hccnenopanue cmocobHocTH ¢akrtopa Bunnebpanna cBsA3bIBaTh
daxTop VIII. ITpoBoasaTr nmauuentam s BeisiBieHus 2N tuna bB u g npose-
nenus nupdepeHInaTbHOM JHarHOCTHKH ¢ Jierkoi ¢dopMoii remoduum A.

8.1.7. WccnenoBaHue arperaliid TPOMOOLIMTOB, WHIyLUPOBAaHHON Ha-
TPUEBOH COJIBIO aleHo3uHauGochopHOH KuciaoTh (nanee-AJl®) u aapeHanu-
HOM THAPOXJIOPH/A, MPOBOAAT Wi AuddepeHurnanbHOro quarsosa ¢ Tpomoo-
UTOTIaTUSIMU.

8.1.8. HccnenoBanue arperaiiiyi TpOMOOIIMTOB, HHAYLIMPOBaHHOMN KoJlia-
redom. [IpoBoast mis nuddepeHIHansHOro AMarHo3a ¢ TpOMOOIMTONIATHIMH.

8.1.9. Onpenenenue ypoBHs WHruoutopoB k daxropy VIII m dakropy
Bumiebpanna. TIpoBoasT B cilydasix, KOria ypOBeHb KOAryJasLIMOHHON aKTHB-
Hoctu (aktopa VIII u akTuBHOCTH dakropa BusieOpaHna cHuMXKEHBI B OUHA-
MHKe, Wi MeHee 1-2%, # OTCYTCTBYET KJIHHUYECKUH 3Q(eKT OT Ha3Ha4YEHHUs
NIEKapCTBEHHBIX CpencTB, conepxamux (akrop ceprbiBanus VIII u daxrtop
Bunnebpanna.

8.1.10. Ananu3 mynsTuMepoB ¢akTopa Bunnebpanna. ITposoasr mauu-
eHTaM [Jig AUarHocTuku bB, 4Tobpl oTnuuuTh THI 2A (OTCYTCTBHE CaMBIX
OONBIIMX U NMPOMEXYTOUYHBIX MYJBTHMEPOB) U TUN 2M (NIpUCYTCTBYIOT BCe
MYJIBTUMEDHI).

8.2. B Tabnuue 1 nmpencraBneHsl ocobeHHOCTH nabopaTOpHOM AMarHo-
CTUKH [J1s pa3jIuYHBIX TUIIOB bB.

Taonuua 1

OcoGenHocTH 1a00paTOPHOI AMarHOCTUKY AU pa3iuyHbIX THIOB bB

Tunel | Ilpokoary- | AHTHreH Pucronu- Arperanus | MyJabTUMEpPHbIH
bB JAHTHaSA ak- | (akropa | TUHKO(paKTOpHas | TpoMOoLu- aHaJIM3
TUBHOCTH Bunne- aKTUBHOCTh TOB, UHAY- | (akropa Busmie6-
dakropa VIII | Opanma 1u- paHja
poBaHHas
 PUCTOLUTH-




HOM
1 2 3 4 5 6
1 CHuxeHa CHmxeH CHmxeHa CHmwxkena | MynsTMepHas
WI¥ HOpMa | CTPYKTypa HE Ha
pyieHa
1 2 3 4 5 6
2A CHmxeHa Cawxken | CumxkeHa 3Haun- | OtcyTCTBY- OTCyTCTBYIOT
WIN HOpMa | WIIU HOp- TEIBHO €T WIH CHU- | Oonbluue U cpel-
Ma YKEHA HUE GOPMBI
2B CHmxeHa CHrxeH CHuxeHa wim IloBelEHa OTcyTCTBYIOT
WIK HOpMa | MK HOD- HOpMa 6omnpiare GopMbI
Ma
M CHukeHa Camxen | CHuxeHa 3Hauu- CHuKeHa MynsTMepHas
WY HOpMa TEILHO WIK HOpMa | CTPYKTypa He Ha-
pyLICHa
2N CHmxeHa Hopma Hopma HopMma MynsTUMepHas
3HaYUTEIBHO CTPYKTypa HE Ha-
pylIesa
3 CHimkeHa Pesko OrcyTtcTBYET OTtcyTcTBY- OTCyTCTBYIOT
3HAYUTENIBHO | CHIKEH €T HOJTHOCTBIO

8.3. OObeMBbl IUarHOCTHYECKUX MCCIENOBAaHMI C yYEeTOM YPOBHEHN OKa3a-
HUSI MEIULIMHCKOM MOMONTM (OpraHu3aluil 31paBOOXpaHeHus).

8.3.1. Ha paiionHOM ypoBHe (paifOHHBIE OpraHM3alUU 3APABOOXPAHEHNS)
BHISIBJSIIOT MALMEHTOB ¢ mojgo3peHueM Ha BB nmo xknuHMueckomy crarycy, oIl-
penensitor AUTB.

8.3.2. Ha obnactHOM ypoBHe (001acTHBIE OpraHU3alldd 3ApaBOOXpaHe-
HUs) onpenenstor AUTB, BEIMONHAIOT onpeaeneHne akTuBHocTH dakropa VIII,
onpeneneHue akTUBHOCTH (aktopa Bunnebpanaa, onpeneneHue aHTUIeHa
¢akropa Bunnebpanna, uccienoBaHue arperanuy TpOMOOLMTOB, HHAYLUPO-
BaHHOM PHCTOLMTHHOM, HCCJIEJJOBaHHE CIIOCOOHOCTH ¢akTopa Bunnebpanna
cBsa3biBaTh ¢aktop VIII, uccnenosanre arperanii TpoMOOLMTOB, WHIYIHPO-
BaHHOH AJI®, uccnenoBanue arperaidd TpoOMOOLIMTOB, HHAYLIUPOBAHHON KOJI-
JIar€HOM, ONpelie/IeHHe aKTUBHOCTH HHruOuTopoB k ¢paktopy VIIL.

8.3.3. Ha pecnybnukxanckoM ypoBHe (peclyOJMKaHCKHE OpraHH3alluu
3paBOOXpaHEHUs) BHITIOIHSIOT T€ XK€ HCCIEHOBaHMs, YTO U Ha 0OJIaCTHOM, a
TaKXKe aHAIN3 MyJIbTHMEpoB (akropa BunneOpanna B mia3Me KpoBH MalMeH-
TOB.

['JIABA 4
JIEYEHUE bB




9. OCHOBHBIM MPUHIKIIOM JieueHUs1 bB sBisieTcd nmpoBeAcHUE CBOEBpeE-
MEHHOM aJIeKBaTHOH 3aMECTUTEIBHON reMOCTaTUYECKOM TepallMy JIEKAPCTBEH-
HEIMM CPeACTBaMH, coaepkammmMu pakrop BunneOpanaa u ¢paxkrop cBepTHIBa-
Hus kpoBu VIII.

Cpenyn nekapcTBEHHBIX CPEACTB, PEKOMEHIAOBAHHBIX IS JIEYEHHs Maly-
eHTOB ¢ OoJsie3Hpl0 BusuieOpaHna, MperMyIIECTBO HMMEIOT JIEKAPCTBEHHEIE
CpeJlICTBa CO 3HAYMTENBHO OoJiee BEICOKHM coliepxaHueM ¢aktopa Bunnebpan-
1a 1o cpaBHeHuto ¢ ¢paktopoM VIII, y KOTOpBIX cOOTHOIIEHUE yPOBHs HaKkTopa
BureOpanna u dakropa VIII cooTBeTCTBYyET TakOBOMY B IUIa3Me€ KpOBH 3]10-
POBOrO 4eJIOBeKa, U cocTaBiisieT He MeHee 1:1. Mcronb3oBaHue KpHONPELUITH-
TaTa OrPaHUYCHO H3-32 OTCYTCTBUS BHPYCHOW WHAKTUBALIMU, BO3MOXHEIX IO-
cTTpaHC(y3MOHHBIX PEaKlHil W MPOBOOUTCS B YCJIOBHSAX KabuHeTa TpaHcQy-
3MOJIOTMYECKON MOMOIIN MEULIMHCKON OpraHU3aluH.

9.1. ®opmyna pacuera pa3oBOH 03Bl JIEKAPCTBEHHOrO CPEACTBA IJIA OC-
TAQHOBKM HJIM NMPEeAYNPEXIeHHI KPOBOTEYEHUs y MaLKUEHTOB ¢ 6one3Hbro Buil-
nebpanna:

X=Mx (L-P)x0,5

rae X — 032 JIeKapCTBEHHOTO CPEACTBA I OJHOKPATHOI'O BBEACHMS
(ME);

M - Macca Tena nmanueHTa, Kr;

L - xxenaemsrii ypoBeHb (pakropa VIII B mnazme nauuenta, %;

P - ncxomHeiit ypoBeHs daktopa VIII y manueHnTta 1o BBeJEHUs JIEKApCT-
BEHHOT'O CpeAcTBa, %o.

ITpu sToM Hanmo yuuThiBaTh, uTo | ME daxrtopa VIII, BBenenHoro Ha 1 xr
Macchl Tefia maldeHTa, NMoBhIlaeT cojepxanue dakropa VIII B nnasme maiu-
eHTa Ha 2%.

9.2. TakTuka nedeHHs NpU Pa3NUYHBIX BHAAX FEMOPPardyecKoro CHH-
Ipoma.

YuuteiBag, uto npu bB cymecTByer BaprnabenpHOCTD MOKa3aTelned KoOM-
wiekca ¢akropa VIII u dakropa BuineOpanaa, B cinyuyae BOSHUKHOBEHUS KPO-
BOTEUYECHUS BHE 3aBUCHMOCTHU OT J1aDOpaTOPHBIX JaHHBIX HAa3HA4yaloT JIEKapCT-
BEHHOE CpEeJCTBO, cojiepxaiiee pakrop ceepreiBanus VIII u dakrop Bumned-
panzaa B go3e 10-20 ME/kr, ncxons u3 cozepikaHus B JIEKAPCTBEHHOM CPEJICTBE
dakTopa cBepThiBaHus KpoBu VIII.

IIpn HOCOBBIX, NECHEBBIX KPOBOTEUEHMSIX, MEHOpparusx, remaprposax,
MalblX XUPYPrU4eCKHX BMeEIIATeNbCTBAaX ypOBeHb ()aKTOpPOB CBEPTHIBAHUS, B
YaCTHOCTH YpOBEHBb (dakTopa CBepTLIBaHHﬂ kpoBH VIII, nomxeH ObITH BOCHOJI-
HeH 10 50%, noMonn naiuenty MOKeT OblTh OKa32Ha P amOyIaToPHBIX VEI0-
puax. Ilpu oOMIIBHBIX U MPOAOHKUTENBHBIX KPOBOTEUEHHSIX M3 IOJIOCTH HOCA,
pTa, BHYTPEHHUX OPraHOB, )EJIyAOYHO-KUIIEYHBIX KPOBOTEUEHUSIX, XUPYpPIu-
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YeCKMX BMEIIATeNIbCTBaxX (B TOM YHCIE CTOMarojiormueckux) - npo 60-80%,
IIPY KPOBOMBJIHMSHUSIX B FOJIOBHOH M CIIMHHOM MO3T - 10 80-100%. Yrkazannwie
KPOBOTCUCHUS SBIAKOTCH [TOKA3ANHEM JUIs TOCHHTATU3ALMN TTALeHTa B 11pO-
(PHIRHBIT CTALOHap,

[Ipy HOCOBBIX, JECHEBBIX KPOBOTCUEHHUSIX, MEHOPPArusX JEKapCTBEHHOE
cpencTBo, comepxkainee dhaktop Bumnebpanna u ¢axTtop cBepTHIBaHUS KPOBHU
VIII, BBOAST B TeueHHE MEpPBHIX 3 CyTOK Kaxable 24 yaca A0 MpeKpalleHUs
KPOBOTEUEHHUS.

[Ipu KpOBOTEUEHHUSAX 3 CTU3UCTON OOOIOUKH MOJIOCTH PTa, HOCA UCIIOJIb-
30BaHHE€ MECTHBIX I'€MOCTaTHYECKHX CpeACTB (HampuMep, reMocTarhdeckas
ryoka), a TakKe Ha3HayeHHe aHTHQUOPHUHOIUTUYECKHX JIEKAPCTBEHHBIX
CPeICTB SBJSETCS METOJOM BBIOOpa B Cilyyasx akTUBaluu ¢UOpHUHOIM3A.
AMUHOKaNpoOHOBYIO KHCJIOTy Ha3zHayaioT B fo3e 0,5-1 r Ha 10 kr maccel Tena
€XeJHEBHO B TeueHue 5 cyTok. CieayeT yYUTHIBaThb, YTO JKEHLIMHAM DPeEIIpo-
JYKTUBHOI'O BO3pacTa, IPHHUMAIOLIUM BHYTPb 3CTPOreH-CcOJAepxKalye KOHTpa-
LENTUBEI, HEJIb3s Ha3HavaTh aHTUQUOPHHONUTHYECKHE JIEKAPCTBEHHEIE CPEl-
CTBa U3-3a OMACHOCTH TPOMOOIMOOIMYECKHUX OCIOKHEHUH.

Ilpn xupypruyeckux MajlOMHBa3HBHBIX M CTOMAaTOJIOTMYECKHUX BMeEIIa-
TenbcTBax (yaaneHue ot 1 go 3 3y0OB) JiekapCTBEHHOE CPEICTBO, COAEprKallee
daktop cBepthiBaHus kpoBu VIII u dakrop BuuieObpanna BBoasar 3a 30 MUHYT
10 MAaHMILYJISILIMH, ¥ Kaxable 12-24 yaca B TeyeHue 2-3 CyTOK Mocjeolnepanu-
OHHOTO nepuoja. bonee mpogomxuTenbHas reMocTaTUYeCcKas Tepanus Ha3zHa-
YaeTCcs UHANBUYAJIBHO B 3aBUCHUMOCTH OT KJIMHUYECKON CUTYaIUH.

IIpu nponomKuTeNbHOH MEHOpparuu, reMapTrpo3ax, HOCOBBIX KpOBOTE-
YEeHHSX, HEOOJNBIINX MOBEPXHOCTHBIX IeMaToMax, reMaTypud MOJJep>KaHue
remocTtasa Inpu bB ocymiecTBisioT mocpeicTBOM BBEACHHS JIEKAPCTBEHHOIO
cpencrtsa, conepxauiero ¢gakrop cepreiBanus kpoBu VIII u dakxrop Bunneb-
panzna, kaxasie 12 yacoB (ypoBeHb pakropa VIII nepen noBTOpHOH HHBEKIINEH
He JoJDKeH ObITh Hike 40-50%), 1o MoHOH OCTaHOBKH KPOBOTEUYEHHUS, Aajee -
NOJEP)KUBAKOILasl Tepanus B TEUCHHUE 5 JHEN ¢ mHTepBalioM 24 Jaca.

IIpu ey OYHO-KUILIEYHOM KPOBOTEYEHUH JJIA MOAEpKAaHUS reMocTasza
y nal{eHToB ¢ 6onesHpio BumieOpaHaa BBOJST JieKapCTBEHHOE CPEACTBO, CO-
aepxaiee ¢pakrop Bunnebpanna u paxrop cBepteiBanus kpou VIII kaxkasie
12 yacoB (ypoBeHp ¢akTopa VIII mepen moBTOpHOH HMHBEKIHEH He TOJKEH
ObITe Hike 80%), 10 MONHOM OCTAHOBKU KPOBOTEYEHHs, Jajiee - MOANEpPIKH-
Barolllas] Tepallvsi B TeueHue 7 JHel ¢ HHTepBajioM 24 Jaca.

Ilpn KpOBOM3NIHSHUM B TOJIOBHOM WIM CIIMHHOH MO3T HOIJep)KaHUe re-
MocTasa 1pd bB npoBoAsAT MOCpeaCTBOM BBEIECHUS I€MOCTATHYECKOTO JIeKap-
CTBEHHOrO CpeAcTBa Kaxaele 8 yaco (ypoBeHsb daxtopa VIII mepen mosrop-
HOM MHBEKLMeR He qomkeH ObITh Huxe 80%), 10 MOJHON OCTAaHOBKH KPOBOTE-
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4YeHus, Jajiee - TIOJJep)KHBalolljas Tepamuss B TedeHHe 15 JHeH ¢
UHTEpBaIOM 24-48 yacos.

Bo BpeMsi XHpypruyecKHX BMEILATEIbCTB U B IEPBBIE 2 CYTOK IIOCIE
ofepaluy NoAaep)KaHue reMocTasa OCYHIECTBIIAIOT yTeM oOecnedeHus ypos-
Hs dakropa VIII 80-100%, a B nocneonepanmonHom nepuoae 50% no 3axuB-
JeHUs paHbl. Arperauuio TpOMOOLMUTOB, WHAYLHMPOBAHHYIO PHUCTOLUTUHOM,
cnenyet noanaepxxuBarb Ha 80-100%.

IIpu nmogo3peHuH Ha 3a0pIOLIMHHYIO reMaToOMy BBeAEHHE ¢akTopa cCBep-
teiBaHUs kKpoBHu VIII mpoBomst kaxasie 8 yaco B TedyeHue 3 aueit. Jlanee -
NOoJAAep>KUBAlOIIasl Tepanus B TeueHue 14 qHen kaxable 24 gaca.

Bo BpeMs IiuTeNnbHON reMOCTaTHYEeCKO# Tepanuu ypoBeHb ¢akTopa VIII
y manueHTa Ha oHe NieueHus He HOoJDKeH npeblliath 150%. BBoguMmeli B Te-
yeHue 3-5 AHeil SK30reHHBIM M CHHTe3HupyeMblii mamueHtoM ¢akrop VIII Ha
¢dboHe BBeIeHMs JloHOpckoro dakropa BumieOpanna, 3ammujaronmero or pas-
pyuwieHns ¥ uHaktuBauuu ¢axkrop VIII, cozpator aucnponopuuio Mexay HOp-
MaJIbHBIM YPOBHEM aKTHBHOCTH (hakTopa BuneOpaniga v dype3mMepHBIM MOBBI-
HmeHreM oOl1Lel KoaryIsSLMOHHOH akTUBHOCTH (aktopa VIII B kpoBH nanuexra
VY GONBHBIX ¢ BBICOKUM PHCKOM Pa3BUTHS TPOMOOTUYECKUX OCJIOXHEHUH IpU
JOCTHXXEHUH HOPMAJIBHOTO YPOBHS KOAaryJISILIMOHHOM AaKTUBHOCTH KPOBH Ha
(GoHE reMOCTaTUYECKO# Tepanuy HauuHAIOT MPOoGUIIaKTHKY BEHO3HOH TpoMOo-
3MO0JIUU HePpaKIIMOHUPOBAaHHBIM MM HU3KOMOJEKYJIIPHBIM I'elIapyHOM B CO-
OTBETCTBHUH C IPOTOKOJIOM NPOGHUIAKTHKH BeHO3HOM TpoMOoambonuu (IIpukas
Munucrepcta 3apaBooxpaHeHus ot 14.02.2010 Nel50 «O6 yTBepxaeHuu He-
KOTOPBIX KJIMHUYECKHX MPOTOKOJIOBY).

9.3. UaruburopHas ¢popma bB

Obecneuyenue remocrasa mnpud UHrHOUTOpHOH ¢opme BB  BEIMONHAIOT
CJIEIYIOLIVMMH JIEKapCTBEHHBIMH CpeACTBAMHU (OOHUM U3 YKa3aHHBIX):

JIEKapCTBEHHBIMU CPEJICTBaMH, coJepxaiiuMu gaktop cBepThiBanust VIII
py TUTpe uHruburTopa k ¢paxkropy VIII menee 5 equnun beresaa;

JIEKApCTBEHHBIM CPENCTBOM «3NTAKOr abda» (aKTUBUPOBAHHBEIM PEKOM-
OMHaHTHBEIM (pakTOpOM CBepThIBaHMs KpoBH rVIla) He3aBUCHMO OT THTpa HH-
rubutopa K ¢akTopy cBepthiBanus KpoBu VIII.

Jlo3y JIeKapCTBEHHOI'O CpEICTBA, COAEpiKallero (hakTop CBEPTHIBAHUS
kpoBH VIII paccunuTHIBaIOT TakK, YTOOBI NOJHOCTHIO HEUTPAIU30BaTh HHTHONTOD
K (akropy cBepreiBanus VIII u 3areM noanepxuBaTh KOHUEHTPALHIO hakTOpa
ceepTeiBanus Kposu VIII B kpoBu manyeHTa Ha xenaeMoM ypoBHe. Helitpanm-
3yrollas J103a JeKapCTBEHHOIO CpeACTBa, comepxkaiiero ¢akrop VIII, coctas-
nsetr 40 ME/kr Maccel Tela Ha OAHY eIMHUIY HHrubuTopa. Jlody, HeoOXoau-
MyIO Ul co3aaHus TpeOyemoro ypoBHs (aktopa VIII, paccYHTHIBAIOT 1O BHI-
1€ MpUBEAECHHON PopmMyJie (cMOTpH MyHKT 9.1).
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BwmecTto BBEJICHUS JIEKApPCTBEHHOTO CpEACTBA,
coxepxaiiero ¢akrop cBepthiBaHds KpoBu VIII, nns kynuposaHus remoppa-
I'HYeCKOro CHHJApoMa npu HHrubutopHoét ¢opme BB ¢ TuTpom uHruburopa
MeHee 5 BE BO3MOXHO ImpHMeHEHHe JIEKQpCTBEHHOTO CPeICTBA 3MTAKOT alnbda
(axTuBHpOBaHHOr0). ONHOBpEMEHHOE Ha3HAaY€HHE JIEKAPCTBEHHOI'O CpENCTBa
dakropa cBepteiBaHus KpoBH VIII u snrakora anbda (akKTUBHPOBaHHOTO) He-
nomyctumo. [Ipu HazHaYeHHH JIEKapCTBEHHOTO CPEACTBA dMTAKOr anbda (aKTH-
BUPOBAHHOTO pekoMOuHaHTHOrO ¢akTopa VII) mocne BBeaeHUs JIEKapCTBEHHO-
ro Cpe/ICTBa, coAepiKallero ¢akrop cBepTeiBaHus kpoBu VIII, uHTEpBan mexny
BBEJACHUSMM JOJDKEH COCTaBIISITh HE MeHee 24 4acoB.

OCHOBHBIM CpEICTBOM KYMHUPOBAHUS FeMOpPpParu4ecKUX MpOSBICHUN Yy
NAIlMeHTOB C BBICOKMM YPOBHEM HMMYHHOro otBera (6onee 5 BE) sBnsercs
NpUMEHEHHE JIEKAPCTBEHHOTO CpeACTBa MTAKOT ajibda (aKTUBUPOBAHHOTO pe-
koMmOuHaHTHOTO (hakropa VII).

OueHka pe3yJIbTATUBHOCTH Tepanuu 0azupyercd Ha JOCTHXKCHHH KJIVHH-
yeckoro 3¢ dexra.

[Ipn MeHOpparusx sntakor ajbda (aKTUBUPOBAHHBIN) BBOIAT B fo03e 50-
75 MKI/Kr Macchl Tejla, HAaUMHasl C TPEeThero AHS KPOBOTEYEHHUS IO MOJHON €ro
OCTaHOBKH.

[Ipy reMapTpo3ax ¥ reMaToMax MSTKUX TKaHeH JIeueHHe KpPOBOU3IHUSIHUI
HAYMHAIOT He3aMeJIUTEIIBHO, Cpa3y Mocye MOSBJIECHHS IIEPBBIX CUMIITOMOB, Ha-
3Hayasl JIEKApCTBEHHOE CPEICTBO 3ITaKkor-ajibda B 03¢ 90 MKI/Kr Macchl Tena
Kaxaple 3 yaca O MOJIy4YeHHUs YETKUX MPU3HAKOB KIMHUYECKOTO YJIyYIICHHS:
VCYE3HOBEHUsI O0JM, BOCCTAHOBJIEHUS TOABMXXHOCTU CyCTaBa, YMEHBIUECHHUS
OTE€Ka MSATKUX TKaHed BOKpPYT CycTaBa, YMEHBIIECHHUS pa3MepOB FeMaTOMEI U €€
IUIOTHOCTH, BOCCTaHOBJICHUS MOPaXEHHOW (YHKIIMH, OCTAaHOBKH KpOBOTEYE-
HUSL.

IIpu sxcTpakumy 3yO0B U MaJIOMHBA3UBHBIX ONEPATHBHBIX BMEIIATEIbCT-
Bax 3MTakor ajgb(da (aKTUBUPOBAHHEII) BBOAST HEMOCPEICTBEHHO Iepe] Ore-
panuen U cpasy Iociie NpyU BO3HUKIIEM JIYHOUYKOBOM KPOBOTEYEHUH B J103€ 90
MKI/KT ¢ UHTEpBaJIoM B 2 yaca (He MeHee 4 BBeIEHHil) 10 MOJIYYSHHS YETKUX
IIPU3HAKOB OTCYTCTBHUSI KPOBOT€YEHHUsA. B cilydae BO3HMKHOBEHHUS IOCJIE OIle-
pauuy peruauBa KpOBOTEUYEHHUs Ipenapar BBOAUTCS B o3¢ 90 MKI/KT Macchl
TE€Ja ¢ MHTEPBAJIOM 2 4aca J0 [TOJTHOW OCTaHOBKH KPOBOTEUYEHHUS.

IIpn TpaB™Me rosoBbl, MO3BOHOYHMKA, KPOBOM3IHMSHUHA B TI'OJJOBHOH HIIH
CIIMHHOM MO3T, JKeJIyJOYHO-KHIIEYHOM KPOBOTEUEHUHM U APYTHX KPOBOHU3IIHS-
HUSX, YTPOXKAIOIIMX XKU3HU NalUeHTa, PU MOJ03PEHUHU Ha 3a0pIOIIMHHYIO I'e-
MaTOMYy 3MTakor aibda (aKTUBUPOBAHHKII) BBOAAT B f03e 120 MKI/KT MacChl
Tejla KaKble 2 yaca J10 MOJTHOR OCTaHOBKH KPOBOTEUECHHS.

9.4. Ilpu nerxoil u cpenHerskenoit ¢opmax BB 1 tuma addekTuBHO
IIPUMEHEHUE AECMOIIPECCHHA.
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JlekapcTBeHHOE CpeICTBO BBOJSAT BHYTPHUBEHHO KamelbHO (HET
perucTpauun) B nosze 0,3 MKr/kr Macchl Tesia manuenrta B S0 mn 0,9% pactBopa
xyopuaa Hatpus B TedeHue 30 MuHyT. MHbEeKIHS MOXeT OBITh OBTOpPEHA Ye-
pe3 24 yaca, ogHako mnociie 2-3 qHei-BBeAeHHS JieueOHbIA 3D (EeKT 3HaUuTeNb-
HO cHIDKaeTcs. [ToBTOpHBIIM Kypce e4eHHs] AECMOIIPECCUHOM NIPOBOASAT Yyepes 7-
10 pHelt, oqHaKo OOJIBIIMHCTBO NAIMEHTOB, KOTOPHIE MOJYyYaloT JieYeHue I0-
BTOPHO, CTAHOBSTCSI MEHE€ UyBCTBUTEIIBLHEI K HEMY.

JlexapcTBeHHOE CpeACTBO (Hepa3BEeIEHHOE) MOXKET Ha3HA4yaThCAd B BHAE
HOJKOXKHBIX MHBEKINH WM UHTPaHA3JIbHO B BUJE CIIpEs.

Ilepen Ha3HAUEHUEM AECMONpPECCHHA MPOBOJAST TECTOBYIO UHDY3HIO IJIs
onpeneneHuss ero >¢pdexkTuBHOCTH (OmpeAessitoT ypoBeHb ¢aktopa VIII B
I1a3Me nauveHTa 10 U dyepe3 30 MUHYT, 1ociie BHYTPUBEHHOTO BBEICHUS Ipe-
napara, uiy depe3 60 MHUHYT mocje IOAKOXXHOrO BBeAeHUs mnpemnapara). Kpu-
TepreM 3G (PEKTUBHOCTH SIBJISIETCS YBEJIMUEHHUE IPOKOATyJISHTHOW aKTUBHOCTH
dakropa cBepTeiBanus KpoBu VIII 6onee 50%.

HecMonpeccHH CleayeT C OCTOPOXXHOCTBIO NPUMEHSATH y MallMeHTOB,
UMEIOLIMX B aHaMHe3e THIIEPTOHHYECKYI0 0OJie3Hb, MaTOJOTHI0 KOPOHAPHBIX
COCYJOB, OPOHXHATIBHYIO aCTMY, SIHJIETICHIO.

9.5. MeauumHcKkyo noMoilb nanueHTaMm ¢ bB oka3piBaloT B cTalOHAp-
HBIX YCJIOBHSX palOHHBIX, OOJIACTHBIX U pecyOJuKaHCKUX OpraHu3alui 3apa-
BOOXpaHEHHUs, UMEIOIINX B CBOEM COCTaBe reMarojiorudeckue otaeneHus. Ha
palloHHOM ypOBHE€ INPOBOJST TEPaNUIO JEKapCTBEHHBIMU CpeACTBaMH, COJEp-
xamuMu ¢axktop Bunnebpanna u gaktop cBeprriBanus kposu VIII, nexapct-
BEHHBIM CPEACTBOM JIITakor ainbda (akTuBUpOBaHHKEIM). Ha obnacTHOM U pec-
MyOIMKAaHCKOM YPOBHSIX MPOBOISAT TEPANUIO JIEeKAPCTBEHHBIMU CpeACTBaMH,
cogepxxaummu  ¢aktop BuineOpanpaa, JexapCTBEHHBIM CPEACTBOM SITaKOT
anbda (aKTUBUPOBAHHBIM), BBIOJIHEHHWE CIOXHBIX XUPYPrHYecKuX BMella-
TENbCTB.

10. OcobennocTu nedenus aerei ¢ 6onesHpio Buneopauna.

10.1 Jlna mpexnynpexIeHUss U OCTaHOBKHM KpOBOTedeHHH y neteii ¢ bo-
ne3Hbpio BunneOpanaa UCHONB3YIOT JIEKapCTBEHHBIE CPENCTBa, COJEpPIKalue
¢akrop Bunnebpanna u daxrop cseprbiBanus kposu VIII. B Hacrosmee Bpems
UCTIOMB3YIOT IpenapaTrsl KpOBHU, MOMy4YeHHbIE U3 JOHOPCKOH IJIa3Mbl, I'apaHTH-
pyrolye 3allUTy pelunueHTa oT UHQUIMPOBAHUS IYyTEM MPOBEICHHSI COOT-
BETCTBYIOLIMX MEPONPHUSTHH, BKIIOYas 00s3aTeIbHYIO HHAKTUBALMIO BHPYCOB
rernatura B, C u Bupyca uMMyHOJehHIIHTA YeTOBEKA.

10.2 Bribop JjiekapcTBEHHOTO cpencTBa U pacyeT AO3BL. Ilpennoyrenue
OTJAlOT JIEKAPCTBEHHBIM CPEACTBaM, Y KOTOPHIX (QYHKIIHOHAIbHAS aKTHBHOCTD
¢akTopa Bunnebpanna (VWF:RCo) nomunupyer iy npubiamxaercs K Koary-
JALUOHHOM akTUBHOCTH ¢aktopa VIII (FVIII:C).
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10.2.1. Ilpu Ha3HAUYCHUU JIEKapCTBEHHOI'O CpeICTBa,
cogepxainero ¢akrtop BumneOpaHma ¢ pUCTOLIETUH-KOQAKTOPHOH aKTUBHO-
CTBIO MEHBIIIEH, YeM KoaryJISIMOHHAs akKTUBHOCTE ¢dakTopa VIII, Bxoadmero B
coctaB jiekapcrBeHHOTO cpeacrBa (VWF:RCo / FVIIL:C <1), pacyer pa3zoBoi
I03b1 BBIMOJHAKOT UCX0As M3 akTUBHOCTH Qakropa VIII B kpoBM mnanueHra.
PacueT 10351 BRITOJIHSAIOT B COOTBETCTBUU C ITyHKTOM 9.1.

10.2.2. Ilpu Ha3HaYeHWH JIEKAaPCTBEHHOI'O CPEACTBA, cojepikaluero ¢ak-
Top Buinebpanna ¢ pucToUeTHH-KOPAKTOPHOH aKTHBHOCTBIO, OOJIbLIEH 4YeM
KOaryJsiUOHHAas akTUBHOCTH ¢aktopa VIII, Bxonsiuero B coctaB JeKapCTBEH-
Horo cpeactBa (VWF:RCo / FVIIL:C >1), pacueTr pa30oBOit 103bI BBIIOJHSIIOT
HCXOMs M3 aKTHBHOCTH (akTopa BuiuteOpanna B KpoBHU ManueHTa 1no popmyiie:
X=Mx(L-P)x0,5

rae X — 1o3a JIEKapCTBEHHOTO CpeAcTBa (pakTopa CBEPTHIBAaHUS KPOBH
U1 oqHoKpaTtHoro Beegenus (ME);

M - Macca Tena nauueHTa, Kr;

L - xenaeMplif ypOBEHb PUCTOIETHH-KO(PAKTOPHOU aKTUBHOCTH (paKTOpa
Bunnebpanna B miasme naunenta, %;

P - MCXOOHBIH ypOBEeHb PUCTOLIETUH-KOGAKTOPHON aKTUBHOCTH (hakTOpa
BunieGpanaa y nanuesTa 10 BBeeHHs npemnapara, %o.

[Ipu sToM Hago yuuteiBath, uTo 1 ME dakropa Bunnebpanaa, BBe1eHHO-
ro Ha 1 xr mMaccel Tena MalMeHTa, MOBBIIIAET PUCTOUETUH-KOPAKTOPHYIO aK-
TUBHOCTD (akTopa BumteOpanaa B miazme nmauuedTa Ha 2%, Taikoke Kak U A4
¢daktopa VIII.

10.2.3.Ilpu oTCyTCTBHH JIAOOPATOPHOTO KOHTPOJS 32 YPOBHEM PHUCTOLE-
TUHKO(GAKTOPHOH aKTUBHOCTH M B Cllydyae Ha3HAYEHHHM BBICOKOOYMILEHHOI'O
KOHLeHTpaTa (akTopa Bunnebpania, coaepxaniero B COCTaBe JIEKapCTBEHHOTO
cpelcTBa MeHbllee KoiauuecTBO ¢akropa VIII, yem ¢dakropa Bunnebpanna,
pacuer 1036l BEIIOJIHSIOT B 3aBUCUMOCTH OT CUTYallUU:

10.2.3.1. TlonocTHOEe BMEWIATENLCTBO, MEPEIOM TPYOUATHIX KOCTEH, KOC-
Tel Ta3a, WM HEOOXOIUMOCTh OCTAHOBKHM KPOBOTEUYEHHUS YIPOXKAIOIIEr0 YKH3HH
— OPHEHTHPYSCh Ha cofep)xaHue daktopa BunneOpanaa B eTMHHIIAX aKTHBHO-
cTH, Ha3zHavaroT 6omoc 50 VWF:RCo ME/kr, nocienyomue BBeJeHUS BEIIOJ-
HSIOT KaxKaple 12 yacoB uim 24 4Jaca B go3e ot 25 10 40 ME/Kr, cOOTBETCTBEH-
HO. Kputepnit afexkBaTHOCTH [O3BI — JOCTHXXEHHE KOATYJISIIMOHHOW aKTHBHO-
ctu ¢paktopa VIII mwiu pucToleTHH-KODAKTOPHOM aKTUBHOCTH KPOBH TAI[HEHTA
He MeHee 50%. CpenHsis npoAOIKUTENBHOCTD JiedeHus S-10 aHei.

10.2.3.2. Xupypruueckass ob6paboTka MMOBEpXHOCTHEIX paH, TeMaTypus,
OCTaHOBKa KPOBOTEYEHUs CO CIM3UCTOR pTa, HOCOBOE KPOBOTEYEHUE, MEHOP-
parus — HasHavatoT 10 40 VWF:RCo ME/kr maccel Tenla Kaxkaele 24 yaca WIIH
48 yacoB, yaep)KuBasi MUHHUMAJIBHBIA YPOBEHb KOAryJsIHOHHON aKTHBHOCTH
dakxropa VIII unm pucroneTHH-KOPaKTOPHOM aKTHMBHOCTH (pakTopa Bumnes-
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paHIa Iepel O4YepeNHON HUHBEKLUHUEH He MEHee 30%. Cpenusis
IPOAODKUTENBEHOCTD JIeUeHus 2-4 aHsl.

10.2.3.3. Dkerpakuus ogHoro 3y6a — oxHokpatHo BBoIsAT 30 VWE:RCo
ME/kr. Yepe3 12 yacoB nocie MHBEKIMH YPOBEHb KOAryIsIUMOHHOW aKTHMBHO-
ctu ¢dakropa VIII mnu pucrouerun-kodaxkTopHoil akTUBHOCTH (daxTopa Bur-
neOpanzaa nomxeH ObITh He MeHee 50%.

10.2.3.4. CrioHTaHHBIE KPOBOM3MUAHNSA B MITKHE TKaHHW, FeMapTpo3 - OJi-
HokpaTHO BBOJAT 25 VWF:RCo ME/kr kaxnaeie 24 daca, mepel o4YepemaHOMH
UHBEKLIMEe MHHUMAJIBHBIA YPOBEHb KOAryJALMOHHOM aKTUBHOCTU (aKkTopa
VII wnu pucroneTtuH-kopakTopHOi akTUBHOCTH (akTopa Bunnebpanna He
MeHnee 50%.

10.3. Jleuenne uarubutopHoit popmsl 6one3nu Bumiebpanaa y nerei.

Antutena x dakropy Bunnebpanma 3aperucTpupoBaHbl Kak peaKoe OcC-
NoXHEeHue TpaHcPy3uoHHoi Tepanuu y 3-10% nere#t ¢ 3 Tunom Oonesnu Bui-
neOpaHga. Y netei, ¢ JOKa3aHHBIM J1aOOpaTOpHO MPHUCYTCTBUEM HHTUOUTOPOB
K (axkTopy Bunnebpanna, yacto B aHamMHe3e ObUIM 3aperHCTPHUPOBAHBI ajuiep-
TMYECKHe peaklMyd Ha TpaHCy3UIO JIEKaPCTBEHHBIX CPEACTB, COAEPXKALLUX
¢daktop Buinebpanna, a Takxke 00MH B MOSCHHIE, 6OJIM B 00JIAaCTH JKHUBOTA,
pa3sBUTHE apTEPHAILHON T'HMOTeH3UH U aHaduiakcuu. OTCYTCTBUE TOKa3aHHO-
ro ynabopaTopHo U KJIMHHYeckM 3(ddexkTa OT TpaHCcPy3uH JIEKApCTBEHHBIX
CPEICTB, COAEP)KAIIUX BBHICOKOOUYMILEHHBIN TMIIa3MEHHBIH UM PEKOMOMHAHT-
HBIH (akTop cBepThiBaHUs KpoBu VIII, onmpenensior mokazaHus IS MpUMeHe-
HMs y JeTeil ¢ MHTMOuTOpHOM Qopmoii Oosesnn Bunnebpanga 1is mpeaynpex-
JIEHUs] WIK OCTAaHOBKM BO3HUKIIETO KPOBOTEUEHHs JIEKAPCTBEHHOr'O CpeICcTBa
anTakor-anbda (peKoMOWHAHTHBIA akTUBHpoBaHHBIM daktop rVIIa). OxHo-
KpaTHO OOJIIOCHO BBOAST PEKOMOMHAHTHBIA aKTUBUPOBaHHEIN (akTop rVIla us
pacyeta 90 MKI/KI Macchl Tena A OCTAHOBKU KPOBOTEUEHHMS, TOCIE Yero Ipo-
JOJDKAIOT JJIUTEJIBHYIO BHYTPUBEHHYIO HH(DY3HIO JIEKAPCTBEHHOrO CPEACTBA CO
CKOPOCTHIO 10 20 MKI/KT B Yac Ha IPOTHKEHHHM 4-5 4acoB.
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IlpuMeyaHue: IpyU OTCYTCTBUM JIEKAPCTBEHHOI'O CPEJCTBa, COAEPXKAIIEro ILUIa3MeH-
HBI OYMINCHHBIN M NTOABEPIHYTHIN BUPYCHON MHAKTUBALIMM KOHIICHTpAT ¢akropa Bumieb-
paHzJa B coueTaHuu ¢ pakTopoM cBepThIBaHUA KpoBU VIII, Is ocTaHOBKM yrpo’Karouiero
XHU3HU KPOBOTEYEHMS, IOIMYCTUMO BBEACHHE MALIMEHTY OHOPCKOTO KpHUOIPEHMIHNTATA U3
pacueta 25 mi /10 kr MaccHI Tena.



