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CocTosiHue BonesHb Bunnebparaa (BB) npeactasnseT coboi pacnpocTpaHeHHoe BPOXAeHHOe HapyLleHne remocTasa. MeTtoapl
JiedeHuna, npeanaraemMble nauneHTam, B 3HAYUTENBbHOW CTENEHN BapbUpPYHOT.
npo6sieMbl

Ll,enb OT0 OCHOBaHHOE Ha AoKa3aTeNIbCTBaxX PyKOBOACTBO AMepUKaHCKOro obLecTsa remaTtosioros (American Society of
Hematology, ASH), MexxayHapogHoro obuecTtBa Tpom603a 1 remocTasa (International Society on Thrombosis and
Haemostasis, ISTH), HaunoHansHoro ¢orga remopunmm (National Hemophilia Foundation, NHF) n BcemvpHon depepaumm
remoounum (World Federation of Hemophilia, WFH) npeagHa3Ha4eHo 4519 noMoLm naumeHTam, Bpadam 1 cneumanmctam
CUCTEMbI 34pPaBOOXPaHEHVS B MPUHATUM peLLEeHWn 0 iedeHun bBB.

MeTOAbI O6wwumn yennmamm ASH, ISTH, NHF n WFH 6bin1a co3gaHa MynsTuancumnanHapHasa paboyas rpynna ans ¢$opmMmpoBaHms
pekoMeHaaumnin pykoBoacTea. BkaoyeHo Tpu npeactaBntens nauneHToB. Pabovas rpynna 6bi1a chopmmpoBaHa
c6anaHCUpPOBaHHO A4J19 MUHUMMU3aLMM NOTEHLUMaIbHbIX CUCTEMATUYECKMX OLLMOOK, CBA3aHHbIX C KOHM/IMKTaMM
nHTepecoB. OTAeN N3y4YeHUss UCXOA0B JIEYEHVA N BHEAPEHNA YHMBepCcuTeTa WwraTta KaH3ac 1 LeHTp Ha 6a3e yHMBepcuTeTa
MakmacTepa, 3aHMMaloLWMICA CUCTEMOM KnaccuduKaLumm, OLEHKW, pa3paboTku 1 akcnepTusbl pekomerngaumn (Grading of
Recommendations Assessment, Development and Evaluation, GRADE), nogaep»anv npouecc pa3paboTKun pyKOBOACTBA,
BK/1H04as NPOBEAEHNE N OBGHOB/IEHNE CUCTEMATUYECKNX 0630POB AoKa3aTe IbHOM 6a3bl (Mo HOA6Pb 2019 T. BK/IKOYUTENBHO).
Pa6oyen rpynnow paccTtaBieHbl NPUOPUTETBI KIMHUYECKUX 3aMPOCOB U MCXOA0B B COOTBETCTBUM C MX BAXXHOCTbIO A4
Bpayer 1 nauneHToB. Paboyeli rpynnoi npumeHeH noaxod GRADE, Bkatovasi cxeMbl «40Ka3aTeIbCTBO — peLleHme»
GRADE, ons oueHKn fokasaTenbCTB M GpOPMMPOBAHNA PEKOMEHZALMNIA, KOTOPbIE 6bI/IN NPeACcTaB/IeHbl A1 06LLECTBEHHOIO

KOMMEHTUPOBaHWS.
PesyanaTbl Pa6oyen rpynnow cornacosaHo 12 pekomMeHgaumn, TakxKe Nog4epKHy Tbl MPUOPUTETLI A8 AaSIbHENLLNX UCCEeA0BaHWUI.
BbiBOoAbI B naHHOM pykoBOACTBE MPUBEAEHDI K/THOHEBbBIE PEeKOMEeHJaLnn KacaTeslbHO CrieAytoLero: NpoduiaKkThka 4acTbixX

PeLnanMBUPYIOLLMX KPOBOTEYEHWI, NPOBHOE BBEAEHWE AeCMOMNPEeCcCrHa B LieAxX onpeaeneHns TakTUK1 Tepanmu,
NCMOoJIb30BaHNE aHTUTPOMbOLIMTapHbIX CPEACTB U Tepanumn aHTUKoaryisaHTamu, Lenesble ypoBHM aktuBHocTn VWF
n dpakTopa VIl npn 06LLMPHBIX XMPYPrMYecKnx BMeLLaTeIbCTBaxX, CTPaTerMm yMeHbLLEeHNA KPOBOTEYEHWSA MPU MaslbIX
XMPYPruyecknx BMeLaTeIbCTBax Uan MHBa3VBHbIX NPoLefypax, BapuaHTbl BEAEHUA NaLMEHTOK C 06U/IbHBbIMU
MEHCTPYasibHbIMM KPOBOTEYEHMAMM, KOHTPOsIb YPOBHA VWF B KOHTEKCTE HepoaKcuaibHOW aHecTe3ny npu poaax 1
poopaspeLleHnn, a TaKxXe BeeHe NoCcepoaoBoro nepmuoaa.

Matepuanbl noaaHbl 3 ceHTA6PA 2020 1., NpuHATLI 27 okTA6PA 2020 r., ony6/nKkoBaHbl OHMaiH 12 siHeaps 2021 r. DOI 10.1182/bloodadvances.2020003264.
*Nathan T. Connell (N.T.C.) u Veronica H. Flood (V.H.F.) BHec/m paBHbIV BKag B NOArOTOBKY AaHHOMO UCC/ie0BaHUs Kak NepBble aBTopbl.
[JaHHble cxeM «foKa3aTeNIbCTBO — peLueHne» byayT My6MYHO JOCTYMHbI B BUAE VIHTEPHET-CCbITIOK B OHMaH-BEPCUM AOKYMEHTA.

[MonHoTekcToBas Bepcua ,ElaHHOVI CTaTbW COAEPXKUT AONO/IHUTENNbHbIE AHHbIE. © AMepI/IKaHCKOe 06LLteCTBO rematonoros, 2021
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O630p pekoMeHaauun

JaHHOoe pyKOBOACTBO OCHOBaHO Ha OOGHOB/IEHHbBIX U CUCTEMATUYECKNX 0630pax AOKa3aTesilbHON 6a3bl,
npoBsegeHHbIX NoA ynpasiaeHnem OT,qena N3y4eHnA ncxoaoB siedeHnAa 1 BHegpeHna Me,EI,MLLI/IHCKOFO

LeHTpa YHuBepcuTeTa wraTta KaHsac (University of Kansas Medical Center, KUMC). Pabouyas rpynna
MCNob30Basia NPOorpecCcrBHbIE METOABI Pa3pPabOoTKM PYKOBOACTB, peKOMeHAYyeMbIX NIHCTUTYTOM MeaANLMHBI U
Me>xayHapoaHow ceTbto paspaboTku pykoBoacTB (Guidelines International Network, G-1-N)'-3. Pa6ouyasi rpynna
ncnonb3osana cnctemy GRADE 18 oLeHKM ypOBHS JOCTOBEPHOCTM A0OKa3aTeIbCTB U GOPMYIMPOBaHMA
pekomMeHaaumint°,

BbonesHb BunnebpaHga (bB) npeactaBnseT cobon Hanbonee pacnpocTpaHeHHOE BPOXXAeHHOe HapyLUeHne
remocTtasa. CyLLeCTBYOT MHOFOYMC/IEHHbIE NOATUMbI 3TOr0 COCTOSIHUSA, TPEBYOLLIME NHANBMUAYAIbHOIO
NIeYEHUA Ha OCHOBE KOHKPETHOIro AnarHosa, peHoTnna KPOBOTEYEHMS N KOHKPETHOM KAIMHNYECKOM
cutyaumm''. OCHOBHbIE CUMMTOMbI BK/IKOYAIOT KPOBOUSINSIHUA B KOXKY U CIN3UCTbIE 060/I04KK, B TOM YnCe
HOCOBbIE KPOBOTEYEHMS, SIErKOE 06pa3oBaHNE KPOBOMOATEKOB, 06U/IbHbIE MEHCTPYasIbHblE KPOBOTEYEHUS,
a Tak>Xe NpoBOLMPOBaHHbIE KPOBOTEYEHMS BO BPEMSA XMPYPIrMYECKNX BMELLATENLCTB U APYIMMX MHBA3UBHbIX
npoueayp. OCHOBHbIe METO/AbI JIEYEHNSI BKHOYAOT MCMO/Ib30BaHMe AeCMOMNpeccuHa A5 BbICBOGOXKAEHNSA
3HAoTennem 3anacoB pakTopa BunnebpaHaa (von Willebrand factor, VWF) n ¢aktopa VIII (FVIII), a Takxe
ncnonb3oBaHue KoHueHTpaToB VWF (BK/It0Yast Moly4YeHHble 13 N1a3Mbl M PEKOMOBUHAHTHbIE NpenapaTthbl)

M agbloBaHTHYO Tepanuio (Hanpumep, TPaHEKCaMOBYIO KMCOTY, 061a4atoLLyto aHTUOUOPUHOIUTUYECKUM
nencteueM). JledeHne oCcTaeTcs CNOXKHbBIM B CBSI3W C LUMPOKOM BaprMabeibHOCTbIO NPOABIEHNIA KPOBOTEYEHNS
Yy OTAENIbHOr0 B3TOrO NaumneHTa, 06LLMPHBIMU Pa3IYMAMM B KIIMHUYECKOW NPaKTUKE, a TaKXKXe OTCYTCTBUEM
BbICOKOAOCTOBEPHOM AOKa3aTeIbHOM 6a3bl 415 NPUHATUA PELLEHNSA.

MHTepnpeTauma cunbHbIX U YCNOBHbIX (Cnabblix) peKoMeHaauui

Cuna pekoMeHaaunn MOXET 6bITb «CUIbHOMY («paboyen rpynnor No co34aHnio PyKoBOACTBa
PEKOMEHAOBAHO...») UNIN KYCNOBHOM» («paboyer rpynnon No CO34aHMI0 PYKOBOACTBA MNpea/1araercs...»).
Janee npvBeaeHa nHTepnpeTaums.

CunbHas pekoMeHgaumns

e [1ns naumeHTOB: NogaBnsAoLee 60/1bLWLMHCTBO /UL, B AaHHOW CUTYaUun NPeanoyTy T
peKoOMeHAyeMble AENCTBUA, U NLLb HE3HaUYUTEIbHAsA A0S OTKAXKETCA UX BbINOSHAT.

* [nA Bpayen: 60bLLMHCTBO 1ML, BYAYT BbINOMHATL PEKOMEHAYEMbIE AeNCTBUA. ManoBepPOATHO,
4YTO NOTPebyTCA GopMasbHble CPeACTBa MOMOLLM B MPUHATUN PELLEHUS, YUTOHbI MOMOYb
OTAEeNbHbIM NauMeHTaM MPUHATb PELLEHUA, COOTBETCTBYHOLUME UX LEHHOCTAM M NPEANOYTEHUAM.

* 11 HOPMOTBOPYECKUX OPraHOB: PEKOMEHAALMA MOXKET 6bITb NMPUHSTA B BUAE NpaBu/ia B
60/IbLUMHCTBE CUTYaLMI. BbINoHEHWE 3TOW peKoMeHAaLmMn B COOTBETCTBUN C PYKOBOACTBOM
MO>XET 6bITb UCMOJIb30BAHO B KAYECTBE KPUTEPUS KauyecTBa UM MHAMKaTopa 3bdEeKTUBHOCTM.

» [lnsaunccnepoBaTtenen: pekoMeH4aums Noaaep>XnBaeTca BHyLLAOLWNM AOBEPUE UCCIeA0BaHNEM
nnn apyrmmm 40CTOoBE€PHbIMU 3aK/TI0HYEHNAMMU, B CBA3UN C KOTOPbIMU AONO/IHUTENNbHbIE
nccnenoBaHusa Bpsa M U3MEHAT pekoMeHaaumio. B onpegeneHHbIx ciyvanx cuibHas
peKomMeHaaunsa 0OCHOBbLIBAETCA Ha HU3KOW MM O4eHb HU3KOM OCTOBEPHOCTN JOKa3aTeIbCTBa.
B Takmx cutyaumax B xo4e AOMNONHUTESbHBIX UCCNefoBaHUI B 6yayLLEeM MOXET 6bITb NOyyYeHa
MHdOpPMaLMsA, KOTopas NOBUAET Ha PEeKOMeHAALMIO.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
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YcnoBHas pekomeHgauus

* [1ns naumeHToB: 60NLLUMHCTBO /UL, B AaHHOW CUTYyauun NPeanodTyT NpeaaraemMble AeNCTBUS,
HO MHOIMe OTKaXKyTCSA UX BbINOAHATL. CpeacTea NMOMOLM B MPUHATUN PELLEHUS B 3TOM CUTYaLun
MOFYT 6bITb NO/1E€3HbI, YTOObI NMOMOYb NaLMEHTaM NPUHATL PELLEHNS, COOTBETCTBYOLLME NX
WHAMBUAYANbHBIM PUCKAM, LEHHOCTAM U NPEANOYTEHNSAM.

* [1ns Bpayelt: pas3nMyHble BapuaHTbl Boi6opa 6yayT NoaxoanTb pa3HbIM NaumeHTaMm; Bpaym
[O/HKHBI MOMOYb KaXKAOMY MaLMEHTY NPUATY K MPUHATUIO PELLUEHUSI B OTHOLLEHWM SIe4eHus,
COOTBETCTBYHOLLEMY Er0 LIEHHOCTSIM U NpeanoyTeHusM. CpeAcTBa NOMOLLM B MPUHATUN PeLleHns
B 3TOI CUTyauumn MOTYT 6bITb MOE3HbI, YTO6LI MTOMOYb OTAE/IbHBIM NaLMeHTaM NPUHATL PELLEHWS,
COOTBETCTBYHOLUME X MHANMBUAYAbHBIM PUCKAM, LLEHHOCTSIM U NMPeAnoYTeHUSM.

* [1nAa HOPMOTBOPYECKNX OPraHoB: GOPMMPOBaHME COOTBETCTBYHOLLMX NpaBuna notpebyer
CYLLECTBEHHOIO 06CYXXAEHUS 1 BOB/IEYEHNS Pa3HbIX CTOPOH. EC/im cooTBETCTBYOLLMIA MpoLiece
NPUHATUA PELLEHNSA HaA1eXallMM 06pa3oM AOKYMEHTMPOBaH, creayeT chOKyCcMpoBaTbCS Ha
Kputepusax apdPeKTMBHOCTM BbIbpaHHOIrO MeToaa.

» [lnsaunccnepoBaTtenen: cmna AaHHOW peKoMeHaaunm, BepOATHO, yBEINUNTCA (B x0m€ 6yayLmx
OGHOBJ/IEHWIA NIV MOACHEHWN) 3a CHET pe3ynsTaToB AOMOAHUTENbHBIX UCCIEA0BaHUNA. OueHka
YCNOBUA U KPUTEPUEB (a Tak>Ke cBA3aHHbIX OLEHOK, JOKa3aTeIbHOCTM UCCNEA0BaAHMNA 1
[LOMOJTHUTESIbHBIX 3aKOYEHNI), onpeaenieHHaaA Kak ycnoBHadA (@ He cunbHas) peKoMeHaauus,
MOMOXET ONpeAeNTb BO3MOXHbIE NPO6esibl B UCCNeA0BaHUAX.

MHTepnpeTauma noN0XKeHUn HagneXkawen NnpakTUKn

Kak onvcaHo pabodyeri rpynnoi GRADE, nonoxeHusa Hagnexallen NpakTMKY BKIKOYAKOT BMeLLaTeIbCTBa

WKW METOAbI, KOTOPbIE COMNaCoOBaHHO NPM3HaHbl paboyer rpynnon No CO34aHnI0 PYKOBOACTBA UMEOLLUMU
0YEBUAHOE NPENMYLLIECTBO, XOTA OHN MOTYT HE 6bITb LLIMPOKO N3BECTHBIMU U UCMOJIb3YEMbIMA'2,
[MonoxxeHua Hagnexallen NpakTUKM B JAHHOM PYKOBOACTBE HE OCHOBbIBAKOTCA Ha CUCTEMATUYECKOM 0630pe
OOCTYMHbIX AOKa3aTeIbCTB. TeM He MEHEE OHU MOTYT ObITb MHTEPMNPETUPOBAHbI, KaK CU/IbHbIE PEKOMEHAALMN.

PekomMmeHpauumn

lpogunakTuka.

PekomeHpauus 1.

Y naumeHToB ¢ BB 1 Hannumem B aHaMHE3E TSXKESbIX U YaCTbIX KPOBOTEYEHMIA paboyei rpynnon No co34aHnto
PYKOBOACTBA rpegsiaraeTcs NpeanovyecTb 4OTOCPOYHYIO0 MPODUNIAKTUKY OTCYTCTBUIO MPOGUAAKTUYECKIMX
MeponpuaTUiA (yCoBHas pekoMeHaaLms, OCHOBaHHasA Ha HU3KOM AJOCTOBEPHOCTM AOKA3aTeNbCTB

adpoekTmBHOCTM HHOO).

MpumeyvaHusa

* CUMNTOMbI KPOBOTEYEHMSI U HEO6XOAMMOCTb NPOGUIAKTUYECKUX MEP NMOAJIEXAT NepnoandYeckon
OLIEHKe.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
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Harpysquoe/npo6Hoe BBegeHue gecmMmoripeccuHa 1 ero ipumeHeHune

PEKOMEHAALUA 2A.

MauneHTam, AN KOTOPbIX AECMOMNPECCUH ABNAETCA NPUeMIEMbIM BapUaHTOM fie4eHUs
(npenmyLecTBeHHO BB Tuna 1), ucxogHeit yposeHb VWF y koTopbix cocTaBnseT < 0,30 ME/mn, paboyei
rpynnov npeag/araeTcs BblopaTb NPO6HOE BBEAEHNE 4ECMONPECCUHA C Aa/IbHENLLUM fle4eHneM
[EeCMOonpecCUHOM Ha OCHOBaHUM Pe3ynbTaToB NPOHGHOro BBEAEHUA U NPEANOYECTb BbllLleyKa3aHHbIN
BapuMaHT 0TKa3y OT NPO6HOro BBEAEHWS AeCMOMNPECCUHA U NeYEHUIO TPAHEKCaMOBOW KUCIOTOM UK
KOHLIEHTPaTOM LieneBoro ¢dakTopa CBEPTbIBaHUA (yC/I0BHAsi pPEKOMEHJaLNs, OCHOBaHHasA Ha O4eHb
HU3KOW OCTOBEPHOCTU flokasdaTenbeTB addekTnsHocTn BOOQ).

PEKOMEHAALIUA 2B.

Pa6oueit rpynnoii npegsiaraeTcs 0TKa3aTbCs OT JIeYEeHUs1 AeCMOMPECCHMHOM Y JaHHbIX MaLMeHTOB Npu
OTCYTCTBUM Pe3Y/bTaTOB €ro NPOo6HOro NpMMeHeHust (yC/10BHas pekoMeHaaums, OCHOBaHHas Ha O4eHb
HU3KOW JOCTOBEPHOCTM AokasaTenbcTtB addekTmBHOCTN HOOQ).

MpumeyaHus

» [laHHas peKoMeHJauus He KacaeTCA NaumMeHTOB, /17 KOTOPbIX AECMOMPECCHH He ABNSAETCA
LenecoobpasHbiM BapmaHTOM fieveHus (Hanpumep, naumeHTbl ¢ BB Tuna 3). lecmonpeccuH
npoTMBOMOKa3aH npu BB Tnna 3 B cBA3M ¢ HE[OCTaTOUYHOM 3PDEKTUBHOCTLIO, @ TaKXKe
npv BB Tnna 2B B cBA3M C NOBbLILEHHBIM CBSA3bIBAHNEM TPOMOOLMTOB C NOC/eayoLLENn
TPOM6OUNTONEHNEN.

* MHorue naumeHTbl ¢ BB Trna 2 He pearmpytoT Ha AECMOMPECCUH N HY>XAatTCA B APYrnX
MeTofax siedeHus. lNpu 3Tom Npo6bHOE BBEAEHNE AECMOMPECCHHA MOXKET 6bITb MOME3HbBIM
ON18 noaATBeEPXKAEHUA anarHo3a. [JleCMonpeccuH BCe e MOXKET 6biTb 3P DEKTUBHbBIM B
onpeaeneHHbIX CyYasax IEFKOro KpoBOTeYeHMs y NaumeHToB ¢ BB Tuna 2.

* [MaumeHTbl, NoABepratoLLMecst O6LUMPHBIM XUPYPrMYecKM BMeLLaTeIbCTBaM, B TOM Ynce
B 30HaXx, [Ae JaXke He3HaUYMTeIbHOE KPOBOTEUYEHNE MOXKET MPUBECTU K KPUTUYECKOMY
NopakeHUo opraHa (HanpuMep, XMpypruyeckme BMeLIaTeIbCTBa Ha LLeHTPaslbHOM HEePBHOW
CUCTEME), He LO/KHbI MoJlyYaTb AECMOMPECCHH B Ka4eCTBE MOHOTEPanuu.

* OnTUManbHOW TaKTUKOM ByaeT yAOCTOBEPUTLCA B OTBETE NauMeHTa Ha 4eCMOMNPECCUH
nepes ero NpUMeEHeHeM B TepaneBTUYECKNX LieNSX, HO, MOCKOJ/IbKY 3TO HE BCerga MOXeT
ObITb MPaAKTUYECKN OCYLLECTBMMO, B3pOC/ble nauneHTbl ¢ BB Tvna 1, yposHu VWF y KOTOPbIX
cocTtanatoT 2 0,30 ME/Mn, MOryT cunTaTbCA NaumMeHTaMm ¢ NpeanonaraéMbiM OTBETOM
Ha AeCMOMPECCKH. XOTA 9TV NauMeHTbl MOy T NoslyYaTb AECMOMNPECCUH 6€3 NPO6HOro
BBEAEHWA, Y HUX LienecoobpasHo onpeaenntb yposHu VWF ana noaTBepaeHua OTBETa Ha
Tepanuio nocne BeeaeHus. NauneHTtsbl ¢ BB Tvna 1 n yposHamn VWF < 0,30 ME/MA MOTyT He
OTBeYaTb Ha AECMOMPECCUH, MO3TOMY TaKUM NnauMeHTaM peKomMeHAyeTCca NPpo6bHOe BBEAEHNE
JecmMoripeccuHa.

» [aHHas peKoMeHAaums He KacaeTcs Bblbopa Mexay Ie4eHNneM TpaHEKCaMOBOW KUCIOTON 1
KOHueHTpaTtom VWF.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
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MOJTOXXEHUSA HALONEXKALLEW NMPAKTUKW. BeeaeHne JecmMonpeccuHa nauneHTam ¢ bB Tvna 2B B Lenom
NPOTMBOMOKa3aHO, MOCKOJIbKY 3TO MOXET Bbi3BaTb TPOMOOLMTOMNEHWNIO B pe3y/ibTaTe NOBbILLEHHOIO
CBsA3blBaHNSA TPOMOOLMTOB.

Kpome Toro, AecmMonpeccuH 06bIYHO NPOTMBOMOKa3aH nauveHTaM ¢ 3abosieBaHUAMN CepAEYHO-
COCYAVCTOW CUCTEMBI B aKTUBHOW CTaaumM (HanpuMep, niwemMmyeckorn 601e3Hbio cepaua, HapyLleHnem
MO3roBOro KpOBOOGpaLLeHWs, 3a6oneBaHNEM Nepndepmnyecknx CoCyaoB), NaumeHTaM C Cya0POXKHbIMU
paccTponcTBamMu, naumeHTam B BO3pacTe < 2 f1eT, @ Takxe naumeHTam ¢ BB Tuna 1C npu npoBeaeHumn
XMPYPrm4yecKoro BMeLlaTenbeTaea. JJecMonpeccunH 6e30nacHO NPYMEHANCA Y MHOTMX XXEHLUMH BO BPEMSA
6epeMeHHOCTH, BKtOYas NaLMEHTOK C HapyLUEHWAMM reMocTasa U HecaxapHbiM AnabeTom. Ero npumeHeHus
cnepyet nsberatb Y )KEHLUMH C Npeakamncmen n 3a6oneBaHnaMN CepaeYHO-COCYANCTON CUCTEMDI.
BHyTpuBeHHOE (B/B) BBEAEHME XKMAKOCTEN M NpenapaThl OKCUTOLMHA YaCTO NPUMEHSIOTCA BO BPEMSA POAOB U
poaopaspeLLeHns; 06a aTux pakTopa NOBLILLAKT PUCK BbISBBAHHOW AECMOMNPECCUHOM MMNOHATPUEMUN.

[MaumeHTbl, noayyarLme 4eCMONPECCHKH, NOABEPXKEHDBI PUCKY FMMOHATPUEMNN, CBsI3aHHOW C 38,El,ep)KKOl7I
CBO6OAHOW BOAbI; TaKUM 06pa3oM, OHM AOJIXKHbI NOlyYaTb ¢'VI3VIO}'IOFVI‘~|eCKVIl7I pPacTBOp B Cniy4ae
Heo6XxoAMMOCTN B/B 3aMEeCTUTE/IbHOIO BBEAEHWS XXUOKOCTEN. Mpn 3TOM B Llensax npoduiakTnKm
rmnoHaTpMemMum cnepyet nsberatb HEOrPaHMYEHHOO NepopasibHOro NOTPEebGAEHMS BOAbI.

KoHcynbTMpoBaHMe NauneHToB Mo NoBoAY NPUMEHEHUst AeCMOMNPEeCcCHHa A0/HKHO BKIOYaTb cTpaTertm ans
CHWKEHMS PUCKOB, CBSI3aHHbIX C rMNoHaTpueMmeit (Hanpumep, orpaHnyeHme nepopasnbHoro notTpebeHns
BOAbI, @ TaK)Ke 06yYeHNe pacno3HaBaHMIO 06bEKTUBHbIX U CYGbEKTUBHbIX MPU3HAKOB r'MNoHaTpUemMnm,
KOTOpbIE MOT'YT yKa3blBaTb Ha HEOH6XOANMOCTb CPOYHOW OLIEHKM NaLmMeHTa MeaAMLMHCKUM NepCoHanom) 1
3a60/1eBaHNAMN cepae4HO-COCYANCTON CUCTEMBI.

AHTUTPOMGOTHYECKas Tepanus.

PEKOMEHAALMA 3.

Y naumeHToB ¢ BB 1 3a60n1eBaHuAMU CEPAEYHO-COCYANCTON CUCTEMBI, HY>XAAIOLLNXCSA B JIeHEHUN
aHTUTPOMBOLUMTaPHBIMKU NPenapaTaMm UM aHTUKOarynsHTamu, paboyer rpynnow rnpegiaraeTcs BolbpaTb
npoBefeHne HeOH6XOAMMOM aHTUTPOMOOLMTAPHON NN @HTUKOAry/IAHTHOW TEpanuu U NPeANoYecTb
BblLLEyKa3aHHbIA BapuaHT 0TKa3y OT siedeHus (yCnoBHaaA pekomeHaaumns, OCHOBaHHasA Ha HU3KOWM
[O0CTOBEPHOCTU AoKa3aTenbCcTB adpdekTBHOCTU DD OO).

MpumMeyvaHue
* Ba>kHO NpoBOANTL MOBTOPHYHO OLIEHKY PUCKa KPOBOTEYEHUA BO BPEMSA KypCa IEYEHUA.

MOJIOXEHNA HAOJEXKALLEEM MPAKTUKW. MaumeHTbl, KOTOPbIM NOKa3aHo fleveHune, Hy>KAatoTcs B
MHAMBUAYANM3NPOBAHHOM aHa/IM3€e PUCKOB U NMPENMYLLIECTB KOHKPETHOIO MNJiaHa Tepanuu, a Takxke
KOHCUASIPHOM MPUHATUN PELLEHUSA C y4acTUeM My/ITUANCUMNIMHAPHON Bpade6HoM 6puragbl, BK/IHOYAOLLIEN
cneuranncToB Nno 3aboseBaHNsM CepaeYHO-COCYANCTON CUCTEMbI, FEMATOJIONOB, a TaK)Ke CaMoro naumeHTa.

O3HakoM/IeHME NaumneHTa C pUCKamm 1 NpenMyLLecTBaMm NPUMEHEHNA aHTUTPOMOOLMTaPHBIX NpenapaTos
WM @HTMKOAr yNsiHTOB AO/IKHO NPOBOANTBLCA A5 MPUHATUA COBMECTHOMO MHPOPMUPOBAHHOIO PELLEHMS.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
nonb3oBaTesniem guest 5 pespansa 2021 .



MaumeHTbl ¢ eHOTUMOM 3ab60NEBAHMSA, XapaKTEPUIYHOLLMMCS TAXKEbIMU KPOBOTEYEHUAMY (HanpumMep,
Tsxkenas BB tvna 1, Tvna 2 uam Tvna 3), MOryT Hy>XAaTbCsA B NPOdUIaKTUYECKOM MPUMEHEHUN

koHueHTpaTa VWF ana npegoTBpalleHns KpoBOTEHEHNS Ha GOHE Tepanum aHTUTPOMOOLIMTapHBIMW UK
aHTWKOArynsiHTHbIMM CpeACcTBaMn. AHaIOrMYHbIE MepPbl NPEAOCTOPOXKHOCTU MOTYT KacaTbCs NaumneHToB ¢ BB
TMna 1 1 conyTCTBYHOLWMMUN LOMONHUTENBHBIMW HapyLLEHUAMN reMmocTasa.

Tepanus gecMmonpeccrHoM 06bIMHO MPOTUBOMOKa3aHa y mL, ¢ 3abos1eBaHAMM CePAEYHO-COCYANCTON
cucTeMbl (Hanpumep, NeMnYeckomn 601e3HbI0 cepaua, HapyLLEeHNEM MO3roBOro KpOBOOGPALLEHNS NN
3aboneBaHneM nepnpepunyecknx Cocyaos) n/vnm noBbILLEHHLIM PUCKOM TPOMO03a.

O6LwupHbie xupyprmyeckue sMeLlaTe/IbCTBa.

PEKOMEHAALINA 4A.

Pa6ouew rpynnovi npegsiaraeTcss NoaaepXX1BaTh LienieBble ypoBHU akTnuBHocTh FVIIIn VWF = 0,50 ME/mn B
Te4yeHne MUHUMYM 3 AHEW NOC/Ie XMPYPrmyecKoro BMeLLaTebCTBa (yC/I0BHasi pEKOMeHAauus,, OCHOBaHHas
Ha O4YeHb HN3KOW OCTOBEPHOCTU AoKa3aTesbeTB addpekTnBHoct GOOQ).

PEKOMEH/AALMA 4B.

Pabouewn rpynnown npegsiaraercs 0TkasaTbCs OT KOHTPO/A ToNbKo ypoBHA FVIII 2 0,50 ME/Mn B kadvecTse
LeNeBOro B TeYEHNE MUHUMYM 3 AHEN NOC1e XMPYPrMYeCKoro BMeLLaTebCTBa (YyC/10BHaA peKkoMeHaauums,
OCHOBaHHas Ha O4YeHb HU3KOW OCTOBEPHOCTU AoKazaTenbeTB addpekTnsHocT OO0

MpumeyaHus

* Ecnv npeactaButCs BO3MOXKHBIM YAEPXNBATb MUHUMA/IbHYH OCTAaTOYHYH KOHLIEHTPALMIO
06oux pakTopoB Ha ypoBHe = 0,50 ME/Mn B Te4eHME MUHUMYM 3 AHEN NOCE XMPYPrm4ecKoro
BMeELLaTeNbCTBa UM Ha NPOTXXEHUN BPEMEHM NOCAE0NEPaLMOHHOro nepuoaa, 06yCcioBAeHHOro
KJIMHUYECKNUM COCTOsIHMEM MNaLuMeHTa (B CpaBHEHUM C NoaAepXaHneM HE0H6X0ANMOro YPOBHSA
TOJIbKO OQHOr0 U3 GaKTOPOB), TaKOW BapuaHT CrieayeT CUMTaTb NPEANOYTUTE/TbHBIM.

* KoHKpeTHble LeneBble YPOBHN HEOOXOAMMO ONpeaenaTb MHANBMAYabHO B 3aBUCUMOCTU OT
0CO6EHHOCTEN NauMeHTa, TMna Npoueaypbl, HAJIMYNA KPOBOTEYEHN B aHAMHE3E, a TaKxKe
BO3MOXHOCTW onpeaesieHnsa KoHueHTpauum VWE n FVIIL.

* [UTENbHOCTb TEPANEBTUYECKOrO BMELLATE/IbCTBA MOXET Pa3IMyaTbCs B 3aBUCMMOCTM OT TUMa
XMPYPruyeckoro BMeLlaTe/IbCTBa.

Manbie Xupyprun4yeckKkune eMeLlates/ibCTBa / uHBa3uBHbIE rnpouegypbi

PEKOMEH/ALINA 5A.

Y naumneHTOoB, NOABEPraloLLMXCA MasbiM XMPYPrM4eCKUM BMeLLaTeIbCTBaM UM MasibiM MHBa3VBHbIM
npoueaypam, paboder rpynnown rnpegsiaraeTcs BbibpaTb NOBbILLEHWE YPOBHEN aKTUBHOCTHU

VWEF go = 0,50 ME/Mn ¢ nomMoLbo AecMonpeccrHa Uy KOHLEeHTpaTa LeneBoro ¢paktopa CBepTbIBaHNUSA C
po6aBneHneM TpaHeKCaMOBOW KUCNOTbI U NMPEeANoYeCTb BbilleyKa3aHHbIN BapuaHT TO/IbKO NMOBbILLEHMIO
ypoBHelt VWF go = 0,50 ME/Mn ¢ nomMoLbio AeCMOMNpeccrHa Uam KoHLeHTpaTa ¢aKkTopOoB CBEPTbIBAHNS
(ycnoBHas pekomMmeHaaLmsa, OCHOBaHHas Ha O4eHb HU3KOW JOCTOBEPHOCTUN JOKA3aTeNbCTB

adpoekTmBHOCT DOOQ).

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
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PEKOMEHAALINA 5B.

Pabouew rpynnoi npegsiaraeTcs npeanovyecTb MOHOTEPANMO TPAHEKCAMOBOW KMC/1I0TOM NOBbILLEHUIO
ypoBHel aktnsHocTn VWF go = 0,50 ME/mMn npu nto6om BMeLlaTenbCcTBe y naumneHToB ¢ BB tmna 1 ¢
NCXOAHbIMM YPOBHSAMU akTuBHOCTU VWF > 0,30 ME/MA 1 deHOTMNOM 3a601eBAaHNAMMN, XapaKTePU3YoLLMMCSA
NErKUMN KPOBOTEYEHMAMMU, MPU MPOBEAEHMN MasibiX MPOLEAYP Ha C/IM3NUCTOM 060104Ke (ycnoBHas
pekoMeHAaums, OCHOBaHHasA Ha O4eHb HU3KOW JOCTOBEPHOCTM OKa3aTeIbCTB

adpodekTmBHOCT DOOQ).

MpumMeyvaHus

* NHavBmnayannavpoBaHHbIe MJiaHbl IeYEHUA AO/MKHbI YYUTbIBaTb Pa3/IiMuns B PUCKE KPOBOTEUYEHWI
B 3aBUCUMOCTU OT KOHKPETHOW npoueaypbl. IHAnBMAyanM3npoBaHHbIE NiaHbl IeYEHNSs
0CO6€EHHO BaXKHbI A4J171 MALMEHTOB, KOTOPbIE MOI/IN MOJTYYUTb U36BbITOYHOE IeYEHNE, ECNN
akTmBHocTb VWF y HMX Bo3pocna o = 0,50 ME/mMn He3aBUCUMO OT METOAA JIEUYEHUS U
[06aBNeHNss TPAHEKCaMOBOW KMUC/IOTbI (HanpumMep, NauneHTam, NoABepraoLwmmMcs npoueaypam B
OTHOLLUEHUN KOXKM, B YaCTHOCTM MOBEPXHOCTHOM BMOMCUM KOXKMN).

* [laumeHTbl ¢ BB TMna 3 Hy>kgatoTcAa B HasHavYeHnn KoHueHTpaTta VWF ans goctukeHnsa ntob6oro
3HAYMMOrO MOBbLILLEHMA YpoBHeN akTuBHOCTM VWEF. B faHHOM rpynne nauMeHTOB MPUMEHEHNEe
[EecMonpeccuHa NpoTUBOMOKa3aHOo B CBA3M C OTCYTCTBUEM 3P DEKTUBHOCTM.

* Kpome Toro, MHoruve naumeHTbl ¢ BB Tvna 2 (Bkntovast naumeHToB ¢ BB Tuna 2B) 6yayT Hy>XaaTbCs
B siedeHun koHueHTpaTtoM VWEF, a He AecMonpeCcCcuHoMm.

e 115 nauMeHTOB C BbICOKMM PUCKOM TPOM6H03a MOXKET OKa3aTbCA NPeanodTUTEIbHbIM OTKa3aTbCA
OT KOMOMHaLMN ANNTEbHOM NOAAEPXKKM NOBbIWEHHbIX ypoBHer VWF n FVIII (> 1,50 ME/Mn) n
O/IMTENbHOro NPUMEHEHNA TPAHEKCAaMOBOW KUCOTbI.

e CTOMaTO/I0rM MOTyT PaCCMOTPETb MPUMEHEHNE MECTHBIX FEMOCTaTUYECKUX CPEeACTB (Hanpumep,
»KeNaTUHOBOW ry6Ku nnm GubprUHOBOIO KNes, MECTHOE OPOLLEHNE TPaHEKCaMOBOW KUCNOTON) B
CcOCTaBe VHANBUAYaN3VPOBAHHOIO MNJlaHa IeYeHus.

MHekonorus: o6usbHoe MeHCTPyasibHOe KPOBOTeYeHue

PEKOMEHALINA 6A.

[na neveHns >xeHwWwmH ¢ BB ¢ 06uabHBbIMM MEHCTPYaIbHbIMY KPOBOTEYEHMAMM, KOTOPLIE HE MIaHWPYIOT
6epeMeHeTb, paboyel rpynnoWn rnpegsiaraeTcs BblbpaTb MCMOIb30BaHME rOPMOHaIbHOM Tepanum
(KOMBUMHMPOBaHHbIE OpasibHble KOHTpauenTuBbl (KOK) nav BoicBO60XX AatoLast IEBOHOPrecTpes
BHYTPUMaTO4HasA CUCTEMA) UW TPaHEKCaMOBOW KUCNOTbI M MPEANOYEeCTb BbillieyKa3aHHbIN BapuaHT
NPUMEHEHMIO AECMOMNpPEeCcCKHa (yC10BHas peKoMeHAauns, OCHOBaHHasA Ha O4€Hb HU3KOW JOCTOBEPHOCTHU
nokazatenbctB adpdekTnBHocT HOOQ).

PEKOMEHAALMUA 6B.

ﬂﬂﬂ Jle4eHnA XXeHLWKWH C BB 1 06unbHbIMK MEHCTpPYya/ibHbIMX KPOBOTEYEHNAMU, KOTOPbIE NNaHUNPYOT
3abepemeHeTb, paboyert rpynnown npegsiaraeTcsa NPeAnoYeCTb UCNOb30BaHME TPAHEKCAMOBOW KUCAOThI
npuMeHeHno gecMmonpeccnHa (yCﬂOBHaﬂ pekomMeHagaumnAa, oCHoBaHHaA Ha O4EHb HU3KOWN AOCTOBEPHOCTHN
pokazatenbctB OO0).

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
nonb3oBaTesniem guest 5 pespansa 2021 . 7



MpumMeyvaHus

* [aHHas pekomeHAaLmMs He NpeanosiaraeT, YTo paccMaTprBaeMble TepaneBTUYECKME
BMeLLaTeIbCTBa MOTYT 6bITb Ha3Ha4YeHbI B BUAE MOHOTEPanun. B HEKOTOPbIX Cilyyasnx
pa3Hble BapuaHTbl MOFyT COYeTaTbCs, 0CO6EHHO EC/IN KOHTPOIb 06UIbHBIX MEHCTPYasIbHbIX
KPOBOTEYEHWIA HE OCTUrAeT ONTMMaIbHOrO YPOBHSA Ha pOoHe HavaslbHOM Tepanuu.

* JlecmonpeccuH HeaddekTBeH y nauneHToB ¢ BB Tnna 3 n y MHorux naumeHToB ¢ BB tuna 2. OH
npoTuBonokasaH npu bB Tnuna 2B.

* XKeHLWMHbI MOTYT Hy>KAaTbCA B LOMNO/IHUTE/IbHOM JIEYEHUW, HaNpPaB/IEHHOM Ha yCTpaHeHMe
CMMNTOMOB KPOBOTEYEHUA, B TEHEHUNE HECKOJIbKUX MEPBbIX MEHCTPYa/IbHbIX LUMKJTIOB NMoce
YCTaHOBKU BbICBOGOXAatoLLEeN NIeBOHOpPrecTpen BHyTpVIMaTO‘-IHOVI CUCTEMDI.

MOJIOXKEHNA HAOJIEXKALLIEA MPAKTUKW. Ecnvt aTo 6yeT COTEHO LienecoobpasHbiM, paboyeit rpynmoii
AaHHOro pyKOBOACTBa pekoMeHAyeTcs GOpMUPOBaHME MYNbTUANCUMMIMHAPHBLIX K/IMHUK, B KOTOPbIX
rTMHEKOI0MM M reMaTo10rM COBMECTHO KOHCY/IBTUPYIOT NauMeHTOK C HapyLUeHUsaMU reMoCcTasa B Lensx 6onee
3P DEKTUBHOM KOPPEKLUMN OOUTbHBIX MEHCTPYasIbHbIX KDOBOTEYEHWUI.

PelueHus, kacatoLmecs NpUMeHeHUs BbICBOGOXKAatOLLEH IEBOHOPrecTpes1 BHYy TPUMATOYHOM CUCTEMDI,
cnegyeT NpUHUMaTb KOHCUISPHO NPU MyJITUAUCLMIIMHAPHOM COCTaBe rpynrbl CreuuanMcToB (Hanpumep,
FMHEKOJI0rU, reMaTosIorN Y MaLUeHTbI).

Y HEKOTOPbIX NaLMEHTOK FOPMOHasibHas Tepanusa MOXET AaTb AOMNOHUTE IbHbIE MPENMYLLECTBa (HarlleMep,
YMEHbLLEHWE MEHCTPYasibHON 601 NN CUMNTOMOB, 06YCI0BAEHHbBIX 9HAOMETPMO3OM WU CUHAPOMOM
NOSIMKNCTO3a ANYHMKOB).

Kak geduumnT »enesa, Tak 1 aHeMus, Bbi3BaHHas AebULMTOM Xese3a, MOryT UMETb He61aronpuATHbINA UCXOoA,
BK/104as CHUXKEHHOE KauyeCTBO XM3HU, CBA3aHHOE C COCTOAHMEM 310P0BbS. MaLMEHTKN C 06UbHBIMU
MEHCTPYa/IbHbIMU KPOBOTEYEHMAMM [IO/HKHBI MOABEPraTbCs perynsspHoMy 06cnea0BaHMIo U NoslyYyaTb
neyeHune aebuvunTa Kkenesa umnm aHemmm.,

XKeHLUMHbI C NoATBEePXAEHHBIMU HapYLLIEHUAMM FreMOCTasa U 06UNbHLIMU MEHCTPYaIbHbIMU KPOBOTEYEHUAMM
OOJ/DKHbBI PErynsipHO NPoXoAnTb CTaHAAPTHOE MHEKONOrMYecKoe 06cnefoBaHME, KOTOPOE PEKOMeHAYeTCA
015 XKEeHLUMH C 06UNBbHBIMU MEHCTPYaibHbIMU KPOBOTEYEHUAMM B 06LLEN NONYNALUM A8 UCKIHOYEHUSA
pacnpocTpaHeHHbIX 3a601eBaHU OpPraHOB Masioro Ta3a, Takux Kak MMOMbI U MOAUMbIL, OCOH6EHHO B C/yyae
OTCYTCTBUSA OTBETA Ha Tepanuto NepBO INHNW.

CrieumasnbHbIi aHann3 TpebyeTcs B OTHOLLEHUN HeXXeNnaTelbHbIX 3PdEKTOB SIEYEHNS Y MALMEHTOK C BbICOKMM
PVICKOM PasBUTUA rMnepniasnm aHAOMETpUA / 310Ka4eCTBEHHbIX HOBOO6PAa30BaHWM (B YaCTHOCTMU, XKEHLLMHbI
B BO3pacTe > 35 NIeT C NOIMKUCTO30M ANYHUKOB, BbICOKUM MHAEKCOM MaccChl Tefa, a TakXXe ConyTCTBYOLWMMU
3a60n1eBaHMAMU, TAKMMU, KaK CaxapHbIli AMabeT n apTepuasnibHas rmnepTeH3uns).

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
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AKyLuepcTBo: Heﬁpoakcnanbuaﬂ adHeCTe3Us.

PEKOMEHAALNA 7.

Y >keHWwmH ¢ BB, Ana KOTopbIX HelpoakcHaibHas aHeCTe3nsa NPy POAOPA3PELLEHNN NMPU3HAHA NPUMEHUMOWN,
paboyen rpynnov npeg/iaraeTcs BblbpaTb JOCTUXKEHMNE LeNeBoro ypoBHs aktneHoct VWF B guanasoHe
0,50-1,50 ME/mn, a He > 1,50 ME/Mn, 4TOObI UMETb BO3MOXHOCTb MPOBECTU HENPOAKCUAsIbHYH aHECTE3NO
(ycnoBHasi pekoMeHAaums, OCHOBaHHas Ha O4EHb HU3KOW JOCTOBEPHOCTM JOKa3aTeIbCTB

adpodekTmBHOCTM HOOQ).

MpumMevaHus

* K HenpoakcuanbHON aHeCTE3UN OTHOCATCA CNMHasbHas, anMaypasbHaa nam KOMOMHUPOBaHHasA
CMVHaNbHO-3MNMAYpasibHasa aHeCTe3NsA, MPOBOANMAS B Ka4eCTBE aHECTE3MWN A5 ONePaTUBHOMO
poaopaspeLleHns nam obnervyeHmsa 60am Nnpu poaopaspeLleHnm.

* [aHHasa pekomeHAaLmMsa OTHOCUTCSA K CaMOM MpoLeaype aHeCTE3MM, HO HE K B/IMSHUIO YPOBHEN
VWEF Ha nocnepogoBble kpoBoTeudeHus (MPK), npu KOTOpbIX B ONpeAeneHHbIX CUTYaLmax MoXeT
ObITb PEKOMEHA0BaHO AOCTMXKEHME YPOBHS akTuBHOCTM VWF > 1,50 ME/Mn.

* CnepyeT NpoBECTU MHANBUAYASIbHYIO OLLEHKY PUCKOB C YYETOM AMarHo3a U aHamMHe3a NauneHTKU.
B cBA3M ¢ 3TMM paboyei rpynnon, co3aaBLuer JaHHOEe PYKOBOACTBO, PEKOMEHAYETCH BUSUT K
Bpayy B TPETbEM TPUMECTPE, BO BPEMS KOTOPOrO MOXHO NPOBEPUTL YPOBHM akTuBHOCTN VWF 1
FVIIl n paspaboTaTb nnaH 6yayLuier aHecTe3nm 1 pogopaspeLLeHms.

* [aHHasa pekomeHAauma npeaHasHavyeHa AN XKEHLUMH, KOTOPbIM MOKa3aHa 1M MOXET ObITb
BbINOJIHEHA MO XKENaHWI0 CaMOW NaUMEHTKM HeripoakcmanbHasa aHecTeansa. OHa He kacaeTcA
NPUMEHNMOCTU CaMON HENPOAKCUaIbHOM aHECTE3NN.

* AkTtmBHOCTb VWF cregyeT nogaep»xuBatb Ha ypoBHe > 0,50 ME/MA Ha MOMEHT YCTaHOBKM
anNuAaypasbHOWM UMbl N KAK MUHUMYM B Te4EHME 6 YaCOB NOC/IE €€ U3BJIEYEHUS.

* OueHKa NPUMEHMMOCTUN HeMPOaKCHaIbHON aHeCTe3NM AN KaXK AoV NauMeHTKN NpeacTaBnseT
CO60i1 CNOXKHOE peLleHne, BKIKYatoLLEe OLEHKY GpaKTOPOB, BbIXOAALLMX 32 PAMKU JaHHOMO
pykoBogcTBa. OKOHYaTENIbHOE peLleHne 0 NMPUMEHUMOCTM YKa3aHHbIX MPoLeayp Y KOHKPETHOW
NauMeHTKN JO/HKEH NPUHUMATb aHECTE3MO/IOr aKyLLEPCKOW 6puraabl Uan Bpay, MPpoBOASILLIA
npoueaypy. PelueHus, kacatoLmecsi aHecTe3nn 1 POA0Pa3PELUEHUS, AO/KHbI MPUHUMATbCS
B KOHTEKCTE MY/IsTUANCUMIIMHAPHOIO 06CY>KAEHMS C y4acTUeM CreumanncToB B 061acTm
aHecTesun, reMaTosiIorm 1 akyliepcTea. PelueHune cieayeT NpMHUMaTh COBMECTHO C
NaumeHTKoM. 3T 06CYyXXAEHNA criefyeT NPOBECTM 3apaHee, A0 3arn/laHMPOBaHHOM AaTbl
pofopaspeLleHnsa NaLNeHTKM.

* Hy>XHO TaK»e NpoBecTv 06ciefoBaHMe NauMeHTKM 418 OnpeaeeHns pucka nocaeponoBoro
Tpom603a. Mpn He06X0AMMOCTHM CredyeT NPeanpPUHATL NPOGUIAKTUYECKNE MEPOMNPUATUS
(HanpuMep, HoLLEHWE KOMMPECCUOHHbIX YY/IOK UV BBEAEHUE HU3KOMOJIEKY/ISIPHOIO rernapuHa).

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
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AKyLIepCcTBO: BegeHue B 1oC/Iepo[0BOM rnepuosge

PEKOMEHAALINA 8.

Pa6oyei rpynnor no co3aaHuio pyKOBOACTBA rped/iaraeTcs NnpeanovyecTb NpUMeHeHe TpaHeKCaMoOBOM
KMCNOTbI OTKa3y OT ee NPUMEHEHUA Y XXeHLWKH ¢ BB Tnuna 1 nnn Hnsknumm yposHamm VWF B nociepogoBom
nepuoge (3To Takxke MoxXKeT KacaTbcs BB TmnoB 2 u 3) (ycnoBHaa pekoMeHaaums, OCHOBaHHasA Ha HU3KOWM
OOCTOBEPHOCTU foKa3aTenbeTB adpdekTnBHOCTU D OQ).

[Non1o)xeHnsa HagnexxaLyen npakTmky. TpaHEKCaMOBYHO KUCIOTY CeayeT HasHavyaTb CUCTEMHO,
nyTb BBEAEHNA — NepopasibHblli UM BHY TPMBEHHbIN. [lepopanbHasn Ao3a cocTtaBnseT 25 Mr/kr (kak
npasn10,1000-1300 mr) 3 pa3a B cyTku B TeueHne 10-14 gHen unuv 6onee, ecnmn coxpaHseTca obunbHoe
KPOBOTEYEHME.

MauneHTKK, NnaHupytoLLmMe rpyaHoe BCKapMvBaHWe, AO/HKHbI MOMYy4YUTb MHGOPMaLMIo 0 6€30MacHOCTH
TPaHEeKCaMOBOW KUCIOTbI MPU MPYAHOM BCKapMJIMBaHUM, @ Takxke 0 ee 3bbEeKTUBHOCTU B OTHOLLIEHUN
YMEHbLLEHUS| KDOBOTEYEHMUSI.

LleHHOCTHK M npeanoyTeHusA. LIeHHOCTN U NpeanoyTeHns 41A JaHHOro PyKOBOACTBa pa3pabaTtbliBasivCh B
WHTepecax NaumeHToB, C Y4eTOM MHOPMaLLMK OT BCEX YHAaCTHUKOB ANCKYCCUM, BKJIOYAA NpeacTaBuTenen
naumeHToB. Paboyas rpynna no co3aaHuio PYKOBOACTBA OLEHMBasa YacTOTY C/EAYOLIMX NOKa3aTenen:
CMEpPTHOCTb, 3Ha4YMMbIE KPOBOTEYEHWS, CEPbE3HbIE HEXENaTeIbHble ABMEHUS, HapyLUeHWe GYHKLMN
CYCTaBOB, TPOMOOTUYECKUE ABEHUSA, HEBO3MOXHOCTb NPOBEAEHNA XMPYPrMYeCKOro BMELLATEIbCTBA,
HEO06X0AMMOCTb FoCNUTanM3aumm, TpaHCHY3UN, LONONHUTENbHBIX XUPYPrMYeCKUX BMELLATENbCTB UK
BBEAEHNA OOMNO/THUTE/IbHbIX FTEMOCTAaTUYECKUX CPEACTB, a TaKXe NepBUYHbIE NI BTOPUYHbIE MOCNEPOA0BbIE
KPOBOTEYEHMS, NpeaaBas UM KparHIOK BaXXHOCTb B MPUHATUM peLueHus. bbina ycTaHOBEHa BbiCOKas
LEeHHOCTb 3TUX NapamMeTpoB 1 U36exaHns Nog06HbIX ABIEHUN NPU OLEHNBaeMbIX BMeLlaTebCTBax. JaHHbIMK
peKkoMeHaaunAaMmn yctaHoB/1€Ha BbiICOKaA UEHHOCTb AOCTYNHOCTU IEYEHUA.

PazbsacHeHUA 1 gpyrue yuyteHHble pakTopbl. B JaHHbLIX peKOMeHZaUUAX yYTeHbl pacxobl N aPpPeKTUBHOCTb
pacxofoBaHus, TPeb60BaHNSA K pecypcaMm, BAMAHNE Ha 06eCneYvYeHnss paBeHCTBa B OKa3aHUM MEANLIMHCKNX
YCAyr, MPUEMIEMOCTb U BbIMNOJIHUMOCTb.

3arpy»xeHo no ccbuike http://ashpublications.org/bloodadvances/article-pdf/5/1/301/1796764/advancesadv2020003264c.pdf
nonb3oBaTesniem guest 5 pespansa 2021 . 10



