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6ose3Hb Busnebpanga

reMapTpo3

remaToma

reMopparmyeckuii CMHIPOM
reMocTaTu4yeckue cpencTaa
KU3HEYTPOsKalolye KpOBOTeUeHM S
MHTMOUTOPBI (UOPUHOM3A
KOarysaonaTums

KOHIIEHTPaThl (aKTOPOB CBEPThIBAHUSI KPOBU
MeHOpparun

MY/IbTUMEpPHI hakTopa Bumiebpanga
IJIa3MEHHbI reMoCTa3
CBeXXe3aMOpOXXKeHHas 1mjaa3ma
CBepThIBaHME KPOBU

CIIOHTaHHbIE KPOBOTEUEHMS

dakTop Buiebpanga

dakTop cBepThiBaHMSsI KpoBu VIII

XpOoHMNYECKada IoCTreMopparmieckKasid )Ke.TIQBO,ELe(I)I/ILU/ITHaH dHeMus



CIIMCoOK CoKpalleHun

AUTB - akTUBMpPOBAaHHOE YaCTUUYHOE TPOMOOIIACTMHOBOE BpeMs
AII® - aneHo3uH@ocdar
BB - 6one3Hb Busnnebpanma

ME - MexnyHapomHasi EmyHuiia, COOTBETCTBYIOIIASI COBPEMEHHBLIM
cranpapraMm BO3 g npenapaTtoB dakropa VIII

C3II - cBexxe3aMOpOKeHHas IJia3Ma

CPB - C-peakTuBHbBII1 6e/IOK

®AT - pyHKUIMOHAIbHAS aKTUBHOCTb TPOMOOIIUTOB

FVIII — ¢akTop cBepThiBaHMsI KpoBu VIII

FVIII:C — mpokoarynsiHTHasi akTuBHOCTb (pakTopa VIII

VWE- ¢daxkrop Bunnebpannga

VWEF:RCo - pucroueTuH-KopaKkTOpHast aKTMBHOCTb

VWF:Ag- anTuren dakropa Bunnebpanma

VWEF:AgII — antureH II ¢pakropa BusinebpaHma

VWEF:CB - Ko/y1areHcBsI3bIBaIoOIast aKTUBHOCTD

VWEF:FVIIIB - dakTop Bumnebpanna dakrop VIII cBSI3bIBaOIINIA TECT
RIPA- arperaiust TpoOMOOLIMTOB, MHAYLIMPOBAHHAS PUCTOLIETMHOM
GPIba - penreriTtop Ha MeMOpaHe TPOMOOILIMTOB

ADAMTS-13 - meTaonpoTenHasa

AKK - €- aMMHOKaIIpoOHOBAas KMUCI0Ta

@®CKVIII+vWF** - ¢aktop cBepTbhiBaHus KpoBu VIII + dakTop
Bumie6panga™*

OCKVIII ** - pakTop cBepTbiBaHMs KpoBy VIII**

Y /- ypOBeHb JOCTOBEPHOCTU JOKA3aTE/ILCTB



VVYP - ypoBeHb yOeauUTeIbHOCTM peKOMeH a1t



TepMMUHBI U oIIpeae/IeHUs

AuTturen ¢gakropa BwineGpaHzma - 1ab0opaTOpHBI ITOKa3aTeslb
KoJimuecTBa 6enka pakropa Bunnebpanpa.

AxTtuBHOCTH (hakTOpa BuuieopaHma — 1abopaTopHbIi ITOKa3aTelb
KoaKTOpHOI aKTMBHOCTU daKkTopa Bumiedbpanpa.

Ananuz wmynbTMepoB ¢akTropa BwwuieOpaHma - aHaiu3
CTPYKTYpHI hakTopa Buiebpanga MmeTogoM snekTpodopesa.

bonesur BwieOpaHma - HawIeACTBEHHBI meduUIUT UK
(GyHKIIMOHAIbHAsI HeIOCTAaTOUHOCTh pakTopa Bunnebpannga.

T'emapTpo3 — KPOBOM3/MSIHME B TTOJIOCTh CyCTaBa.

T'emaTomMa — 3TO OrpaHMYEHHOE CKOILJIEHME KPOBMU IIPU 3aKPBITHIX U
OTKPBITBIX MOBPEKAEHMSIX OPTaHOB M TKaHei C pa3pbIBOM COCYIOB, B
pe3yinbTaTe 4ero o6GpasyeTcsl IOJOCThb, COAEpKamias KUIKYI0 WU
CBEPHYBIIYIOCSI KPOBb.

TemaTtypusi — HaauduMe KpPOBM B MOue CBepX (PU3MUOIOTUYECKUX
HOPM.

Temodbwmans A - HacaenCcTBeHHbIN ne@uuUT GakTopa CBEpPThIBAHMUS
KpoBu VIII

TemocTaTnueckasi Tepammuss — Tepalusi, HallpaBjJeHHas Ha
OCTAHOBKY KPOBOTEeUEHMS.

KO&I‘YJIOI'paMMa — ucciaegoBaHmne CBeprIBaIO]_LIeI‘/JI CHUCTEeMbI KPOBMU.

@dakTOp CBEPTHIBAHMA KPOBU - 0€JIOK, copepsKalluiicsi B IIa3me
KPOBM M TPOMOOILIMTAX M 00eCcIIeuBaoIIii CBEPThIBAHME KPOBM.



1. KpaTrkasa mHopmMmanus

1.1 Onpepnenenune

Bonesur Bumne6panga (BB) - Hambomee pacmpocTpaHeHHas
HacAeICTBEHHAsl  KoaryJoIaTusi, OOYyCJIOBJIeHHasT  CHIKeHUEM
KoJuMuecTBa WMAM HapyiieHnueM QyHKiuu dakropa Bunnebpanma
(VWF).

1.2 OTuosorusa u rnmaroreLes

BB - deHoTUnMYecky reTeporeHHasl KoaryjaoInaTusi C ayTOCOMHO-
penecCMBHBIM WM ayTOCOMHO-IOMMHAHTHBIM TUIIOM Hac/ileqOBaHMUSI.
Bbicokasi BapuabebHOCTh He TOJbKO KJIMHUYECKUX MPOSIBIEHUI CO
3HAUYMTEJbHBIM KOJIMYECTBOM JIETKMX Y MAJOCUMIITOMHBIX (DOpM, HO
1 naboparopHbix mokasarteneit (FVIII, RIPA, vWF, vWF:CB, vWF:Ag)
npu BB oOycinoBieHa reHeTuueckumy wmyTanusimu B reHe VWE.
[TockonbKy TMpupoma TreHeTMueckux mAedekToB pasHooOpasHa,
3a60s1eBaHMe XapakTepusyeTcs M POKUM KIMHUYECKUM
MoAUMOpP(P13MOM.

CymiectByeT psin (aKTOpOB, BAMSIONIMX Ha TeueHue BB, cpemu
KOTOPbBIX BbIJIESIIOT:

e BHYTpeHHMUe - TreHeTudeckue myranuuu B reve vWF;
e BHeIIHMe - TpynIa KpoBM TallMeHTa, CTpecc, @usmueckne
Harpysku, 6epeMeHHOCTb, BOCITa/IeHNe.

1.3 dnuapeMmmuoaorusa

BB BcTpeuaercsi y 0,5-1% HacenmeHus, paclpoCTpaHEHHOCTb
KIMHMYecKy 3HauMmMbIx hdopm BB — 1—2 Ha 10 000 yenoBek; BB Tuma
3 BcTpeuaeTcst ¢ yactotoit 1:500 000 uenoBek. [TpubnusutenbHo y 70%
nainueHToB ¢ BB 3aboneBaHue IpoTeKaeT B Jerkoit Qopme, y
OCTaJbHBIX HaOIIOAAeTCcs CpedHeTsDKenass WM Tsokenass ¢gopMma
6onesuu [4, 7, 29].

1.4 KoguposBanue nmo MKB 10
D68.0 — bone3ub Busnebpanma

1.5 Knaccuduranus



Komurerom mno Hayke M cra"Hgaptusaiuu (Scientific and
Standardization Committee — SSC) npu MexayHapogHOM OOIIeCTBe
1o mnpobisemam Tpomb6o3a u remocrasa (International Society on
Thrombosis and Haemostasis — ISTH) B 2012 romy mepecMoTpeHa "
yTBepKIeHa MexXayHapongHas kinaccudukauus bB (tabn. 1) [14, 17].

Tao6numna 1. Knmaccudukanus 6one3an Buuieopanga

Tvn YacrtoTta, % XapakTtepuctunka
3abonesaHuns

Twn 1 70 YactuuHbin gedpuunt VWF; yposeHb FVIII HopManbHbI unu
CHW)XEHHbI NPOMNOPUMOHANbHO CTeneHn cHmxXeHns vVWF

Twn 2 25 KauectBeHHble aedekTbl VWF

2A CHUXeHWe KOIMYeCTBa BbICOKOMOJIEKYISIPHbIX MYJIbTUMEPOB
vVWF BCneactBvMe  MNOBbIWEHHOW  YYBCTBUTENBHOCTM K
npotease ADAMTS13

2B MNoBbiweHne adduHHocTM VWF Kk peuentopam GPIb
TpoMbouuToB, M36bITOUHOE CBsi3blBaHMeE vWF C
TpoMbouuTamm

2M CHMXeHne pucToueTUH-KodakTopHOM akTuBHocTM VWF npwu

HOpManbHOM coaepXaHun aHTureHa VWF; HopMmanbHas
MynbTUMepHas cTpykTypa VWF

2N CHuxeHne apduHHOCTM K FVIII
Twn 3 5 MpakTnyeckn nonHoe otcytctBue VWF ¢ Hu3KoM
akTnsHocTbio FVIII
bBBTunalu3s

BB Turma 1 BcTpeuaeTcst Haubosee 4acTo, COCTaBsIs OT 55 mo 70% Bcex
OIMArHOCTUPOBaHHBbIX Ciry4daeB. [Ipy BB Tuma 1 komuuectBo VWF B
oTpefieJIeHHOV CTeleHM CHWXXEeHO, HO (YHKIUMST KaKI0i MOJEKYJIbI
coxpaHeHa. BB tuma 3 — Hanbosnee TssKenas ¢popma 60e3HM, TaK Kak
VWF mpakTuuecku IOJTHOCTbIO OTCYTCTBYeT. ITOCKOIbKY OOHOM U3
dyuxkumit VWF saBnsercs cBsasbpiBaHue c¢ FVIII M ero 3ammura OT
MpeXXaeBpeMeHHOr0 IpoTeonn3a, AJis MHauuMeHToB ¢ bB 3 Twuma
XapakTepHO He TOJNbKO OTCyTCTBUEe VWEF, HO 1 oueHb Hu3Kkas FVIII:C.
BB Tuma 3 BcrpeuaeTcs penko - 1-3% mauueHTos ¢ BB [4, 7, 10].

BB Tumna 2

VY naumeHToB ¢ BB 2 Tuna HabmiomaioTcsl KauecTBeHHbIEe Te(eKThI
VWF, KoTopple Yy OOJBIIMHCTBA MAlM€HTOB BbIPAXKAIOTCSI B
HenponopunoHajibHOM CHMKeHuu VWEF:RCo (VWF:CB) mian vWEF:FVIII
10 OTHOLIEeHMIO K KonnuecTBy VWEF, orpeziesisieMoOMy 110 ero aHTUTEeHY
(VWF:Ag). [Ina nuarHoCcTuku U Kinaccubukauyuy moatmumnos bB 2 Turma
VICIIOJIb3YIOT aHau3 CTPYKTYpbl MyJAbTUMepoB VWF (C MOMOIIBIO
snekTpodopesa B  arapo3HoM Tejle, B  KOTOPOM  MOXKHO



BU3YaJIM3UPOBATh MyJIbTUMephI). Kiaccubukanms noaturia BB 2 Tumna
SIBJITeTCsS Haubosee CJIOKHOI 3a7aueil, BCIeACTBME TeTepOreHHOCTU
(OYHKILMOHAMbHBIX U CTPYKTYPHBIX AedeKToB [12, 19, 23].

BB Tum 2A

VY nauyeHToB ¢ bB 2A Tura Haba00a0TCsT M30JIMPOBAHHbIN HeUITAT
BBICOKOMOJIEKY/ISIDHBIX MynbTUMepoB VWF u  cHmkeHHas VWE-
3aBUCMMAas aAre3yuss TPOMOOILIMTOB. JTO CBSI3aHO C ITOBbBIIIEHHOIA
YYBCTBUTEJIILHOCTBI0 K MeTauionporenHase ADAMTS-13, kortopas
pacuervisieT CBepXBbICOKOMOJIEKY/ISIpDHbIE My/IbTUMepbl VWEF, a Takke
¢ nmedexkramu cbopku MyabTMMepoB VWEF BolefcTBMe HapylleHUS
oumepusauun (2A tun, genorun IID) uam mynptumepusanum (2A
tut, @enorunsl IIC, IIC Maitamu n IIE). IIpu denorumnax IIC u IIC
Maitamu BB 2A Tumna rosbllIaeTcsi OTHOCUTEIbHASI 0JISI IIPOTOMEPOB.
Bosee TOro, ymeHsbliaeTcssi OO KpPYIMHBIX MyJabTUMepoB VWE,
[1I03TOMY npu anekTpodopese OTCYTCTBYIOT T10JIOCHI,
COOTBETCTBYIOIIME IIPOTEONUTHUYEeCKMM @parMeHTam (Hampumep,
Tpuisietam). Ilpu ¢enorure IIE BB 2A Tuma HapyliieHa TpUIIeTHas
CTpyKTypa mMynbTMMepoB VWE, 4TO BbIpakaeTcs B OTCYTCTBUU MIPU
anekTpodope3e BHENIHMX TIOJIOC ¥ 00pa30BaHMM BbIPAKEHHBIX
BHYTPeHHMX 1nosoc [19].

BB Tumn 2B

BB 2B Tura BK/IOYaeT pasjiMuHble BApMaHThl KaueCTBEHHOTO AedeKTa
VWEF, BbIpakawlyecss B €ro MOBBIIIEHHOM CPOACTBE K peLenTopy
GPIb Tpomb6o1mTOB. Benencrsue nmoBbimeHHOro cpoacrsa VWF k GPIb
CBSI3bIBaHME KPYITHBIX BBICOKOMOJIEKYJISIPHBIX MyJIbTUMEpPOB VWEF ¢
TPOMOOIIMTAaMM MPOUCXOAUT Oonee 3PdekTUBHO, IM03TOMY OHU
obICTpee TO/IBEPraroTCs pacuieIrieHuIo 13(0)i TIeliCTBUEM
MeTa/uioripoterHasbl ADAMTS-13. Pe3ynbraTOM 3TOTO SIBJISIETCS
yMeHbIIIeHMe KOJMYecTBa KPYyIHbIX MyabTumepoB VWE. B penkux
crydasix ToBbliieHHoe cponactBo VWFE Kk GPIb He compoBoskmaeTcst
rnoTrepeit BbICOKOMOJIEKY/ISIPHBIX MYJIbTMEPOB vWF, "
0OHapY:KMBaeTCsT HOPMa/IbHasI TPUILIETHAsI CTPYKTypa MYJIbTHMMEPOB
vWF [22]. BB tuna 2B xapaxkrepyusyeTcs IOBbBIIIEHHO! PUCTOLIeTUH-
MHOYIMPOBAHHONM arperauyeir TpombouuToB (ristocetin-induced
platelet aggregation — RIPA) mop, geiicTBMeM HU3KUX KOHLIEHTpaLii
pucTolleTHA. Y TMalMeHTOB 4YaCTO OTMeYaeTCs] TPOMOOLMTOMNEeHMS
pPa3IMYHONM CTeIeHM BBIPAXEHHOCTH, KOTOpas MOKET YCUIMBATBCS
IIpU CTpecce WiIu Nom, AeliCTBMeM OeCMONpeCcCHHa.

BB Tun 2M



bB 2M Tuna BKIKOYAeT pas3jiuyHble BapUAHTBI KauyeCTBEHHOI'O
medekra VWF, BbpIpaxkawoniyecs B cHKeHuu VWF-3aBucumoint
agresuyu  TpoMOonMTOB ~ 0e3  M30AMPOBAHHOTO  meduumTa
BBICOKOMOJIEKY/ISIDHBIX ~ MyJAbTUMepOB VWEF.  ®OyHKUMOHAJbHBIN
nedeKT 00yC/JIOBJIeH MyTallUsIMU, B pe3ybTaTe KOTOPBIX ITPOUCXOAUT
HapyuieHue cBsa3biBaHust VWF ¢ TpoMbOoIMTaMm min CyosHI0TeIMEM.
[ToHMsKEeHHOE CBSI3bIBaAHME C TPOMOOLMTAMM CHMKAET ITOCTYITHOCTD
MyJbTUMepoB VWF i paciiervieHMsi MeTalJIONpPOTeMHA30M
ADAMTS-13, B cBSI3U € 3TUM pacripeneneHue MyabtumepoB VWF 1o
MOJIEKYJIIPHOM Macce coxpaHsieTcss 0e3 M3MeHeHMI TMocie UX
CceKpenuy SHAOTEeNIMATbHBIMU KaeTKaMM. Y OOJbIIMHCTBA MalIeHTOB
BB 2M Tuma HabmopaeTcss HemponopuuoHanibHO HM3Kast VWF:RCo
oTHOCUTenbHO VWEF:Ag.

BB tumn 2N

BB 2N Ttumna (Hopmauausi) Obln BrepBble omymcad B 1990 1. YV
nauyeHToB ¢ BB tumna 2N nmeetcs gedexkt vVWF B MmecTe CBSI3bIBaHMUSI C
FVIII. B pe3ynbTaTe 3TOro He MOKeT 00pa30oBaThCsl KomIuiekCc VWEF -
FVIII. [JaHHblii BapuaHT bB onpenensioTr ¢ IIOMOIIbIO TeCTa
ceaspiBaHus VWF ¢ FVIII [11]. V MHOrux mnauueHTOB C OaHHbIM
BapuaHTOM BB paHee mmuarHocTtupoBanu reModunanio A jerkoi mUin
yMmepeHHo# crenenu Tspkectu (FVIII:C - 5-22%) [4]. Korma pjs
JeueHuss remoduauuM A CTaiuM MOPUMEHSTb BbICOKOOUMIIEHHbIE
KOHIleHTpaTel FVIII, He copepskamue wian coaepsKaliyie OYeHb
HebosbIIoe KonanuuectBo VWF, BO3HMKI/IAa HEOOXOAVMMOCTDb ITPOBeIeHUS
nuddepeHIIMaNbHON AMAarHOCTUKMU. Y TauueHToB ¢ BB Ttumna 2N npu
BBEIeHIM BbICOKOOUMINEHHBIX KOHIeHTpaToB FVIII Habmomaercs
MPaKTUUYEeCKM HOpPMajibHOe TIOBbIlleHMe akTuBHOCTU FVIII, omHako
BpeMs nony>kusHu FVIII oueHs mano. [l1s ieyeHus KPOBOTEUEHU Y
nmanyeHToB ¢ BB Tuma HopmaHaus HeoOXOOMMBbI KOHIIEHTPATHI,
copepxkaiye kak VWF, tak u FVIII [19, 27, 31].

1.6 KnuHnuyeckme npusHaKu

OcHoBHOe T1IposiBieHMe BB - remopparuueckuit  CUHAPOM
MUKPOLMPKYJISITOPHOIO/CMEIIaHHOI'0 ~ TUIIOB  CIIOHTAaHHOTO U
IIOCTTPaBMAaTMUUECKOr0O Xapakrepa.

IIpy BB 1 u 2 TunoB mnpeobjaagaeT MUKPOUMPKYISITOPHbIIA TUII
KPOBOTOUMBOCTM:  3KXMMO3bI, KPOBOTE€UEHUS U3  CIU3UCTBIX
(mecHeBble, HOCOBbIE, TYHOUKOBBIE), MEHOPPAruu, KPOBOTEUEHUS IPU
MPOBEAEHUM  XUPYPrUUECKUX  BMeEIIATeJIbCTB U  MHBA3UBHBIX
OIVArHOCTUYECKUX IIPOLIeayp.



ITpy THmax BB, xapaKkTepu3yoIMUXCS BbIPAaKEHHbBIM CHUKEHUEM
ypoBHst FVIII (2A, 2N, 3), uyacTo HabOawomaeTcsi CMellaHHbIN
(MUKPOLMPKYISITOPHO-TeMaTOMHbIN) TUII reMopparmyeckoro
cuHapoma. bB 3 Tura mo CBOMM MPOSIBJIEHUSM CXOXa C TSDKEIOM
dopmoit remobuanu A BBUIY ITOUTH MTOTHOTO OTCYTCTBUS VWF 11, Kak
cnepgcreue, FVIIL. Ilpu maHHOM TuIe 3a0ojeBaHMS B KJIMHUUYECKON
KapTuHe mpeob1agaoT HapyIIeHusI OIIOPHO-IBUTaTe/IbHOTO alrnapara
B pe3ylbTaTe pPeuUIUBUPYIOIIUX KPOBOU3IUSHUI B CYCTaBbI
(reMapTpoO30B), reMaTOMbI MATKMX TKaHEM PasJM4YHON JIOKAJIMU3aLUN
CIIOHTAHHOTO XapakKTepa, 3a0pIoIIMHHbIE remMaToMbl. HecMoOTpst Ha
UIOEHTUYHOCTh KIMHUYECKUX TMPOSIBJIEHUIA, y TMaluueHToB ¢ bB
CMMIITOMAaTHKa MeHee BbIpaskeHa, ueM y MalMeHTOB ¢ reModuianeit, u
BCerga CoyeTaeTCsl C KPOBOTEUEHUSIMU 10 MUKPOLMPKYISITOPHOMY
Uiy [16].

JKusHeyrposkaroiye KpoBoTeueHUsI Oosee xapakTepHbl Ijiss BB 3
Tura. K HuM OTHOCSTCS :

® KPOBOTEUEHMS/KPOBOU3IUSIHMUS B LIEHTPAJIbHYI0O HEPBHYIO CUCTEMY
(UHC);

® KPOBOTEUEHMS/KPOBOUSIUSIHUSI B >KETYJOUYHO-KUIIEYHBIA TPaKT
(OKKT);

® KPOBOTEUYEHMS/KPOBOUSJIUSHUS B 1II€10/TOPIIO;

¢ 3a0proIIMHHAS reMaToMa.



2. IuarHocTuka

MHozue pexomeHO08aHHble Memodsl OJuAzHOCMUKU 3a060/1e8aHusl U
CBA3AMMBIX C HUM COCMOSIHUTI UMEM 02PAHUUYEHHYI0 D0KA3AMelbHYI0
6a3y (8 coomeemcmauu ¢ wkanamu ouedku Y11 u YYP) no npuuuHe
omcymcmeust  NOCBAUWIEHHBbIX UM  KJAUHUYECKUX  UCCNe008aHUI.
Hee3upass Ha 3mo, OHU S8JAMCI HE0OX00UMbIMU eMEHMamu
obcnedosarus nayueHma 0N YCMAHOBJIEHUs OuazHo3a u evlbopa
Makmuku JieueHusi, maxk Kak 0osee 3pdexmusHsie U 00KA3AHHbIE
Memoobl 8 HACMosUee 8peMs He pa3padomatsi.

HugpeperyuanvHoiii duazHo3 BB npogodsm co caedyrnuumu
3a060/1e8aHUSMU:

= HacnedcmeeHHvle mpomooyumonamuu;

= zemounus;

= Gone3Hb Panow-Ocnepa;

= 2eMoppazuyecKue Me3eHXUMalbHble JUCnaa3uu;

= mpomboyumoneHuu;

» Jedpuuyum Jdpyzux paxkmopos ceepmoisarus kposu (VII, X, XI, XII,
XIII).

Kpumepusmu ycmaHnosnenus duazrosa BB aensiomcs ciaedyrouiue
nokasamenu [8, 14, 17, 27, 33]:

1. AHamHe3  3a6onesaHus,  KOmopwlli  O0o/xeH  GKkawuames 2
eemMoppazuueckux  snuzoda, mpebywwux mepanuu uau 3
2eMoppazuyeckux 3nu300a 00HOU U moti xe 10KaAu3auuu.

2. OmsizouleHHAas HacaedCcmeeHHOCMb - NOBbIULEHHASI KPOBOMOUUBOCMDb Y
podcmeeHHUKo8 1 cmenenu podcmaa.

3. JlabopamopHsle daHHble (TIpunoxcerue I'l).

JTuazHo3 ycmauasnuseaemcst npu Haau4duu 08yx U3 mpex Kpumepueas.
2.1 JXanmo06sI v aHaMHe3

e PekoMeHAyeTCSI BCeM MalMeHTaM IIpyu coope aHaMHe3a U Kayioo,
CeMefHOTO  aHaMHe3a  BbISCHATb  HaJIuuue  IIPOSIBICHUIA
reMopparMuyeckoro CHMHAPOMA: >Kajo0 Ha JIerko IOSIBJISIOIIVECs
9KXJMMO3bI, HOCOBbIE KPOBOTEUEHMSI, FeMaTOMbI B paHHEM JI€TCTBE;
BO3HMKHOBEHME CIIOHTAaHHBIX KpOBOTEUeHMi (0COGEHHO U3
CJIM3UCTBIX 000JIOUEK, B CYCTaBbl, MBIIIIbl M MSITKME TKaHMN);
IJIATEIbHBIX KPOBOTEUEHMI IIOC/Ie TPaBM WIM XUPYPIUUYECKOTrO



BMemaTenbcTBa. COop #anob u aHamHe3a no3eo]uUm onpeoenums
00sem o0cnedosanus nayuenma [4,7,16].

VpoBeHb Yy0eauUTENbHOCTHM peKoMeHaauuii D (ypoBeHb
OOCTOBEPHOCTHU AOKa3aTeIbCTB — V)

KommenTapun: Iemoppazuueckue nposiejieHus npu BB
HecneyuguuHsl U CX0OHbl C NPOsIBAEHUSIMU NpU Opy2uX HAapyuleHusx
eemocmas3sa. 3anodo3pums BB 803MOMCHO npu Hanuduu caedyrnuux
KJIUHUYECKUX NPU3HAKOS:

KpoBomeueHus: U3 He3HauumesbHbvlX NOpe308 UAU pPaH, Komopble
onsmcsa 6onee 15 MUuH u/unu omcpoueHHO B03HUKAOM 8 meueHue 7
OHeli nociie mpasmol;

anu3odsl  ONUMENbHO20 UAU NOBMOPHO20 KPOBOMeEUeHUsl hnocie
XUpyp2u4eckozo emeuwamenpcmea uiu 3KCmpakuyuu 3y608, 8 mom
uucsie OmcpoueHHo20 Xxapakmepa 6 meueHue nepswvix 7— 10 Oueti;
CNOHMAHHbLE UIU NOCMMPABMAMUUEcKUe 2eMamomol MSI2ZKUX MKaHetl,
HexapaxkmepHole 0711 00sema mpasmoi;

Hocoeble KposomeueHusl, Komopwle dassmcs 6osee 10 MuH, Hecmomps
Ha (u3uueckylo Komnpeccuio, uau mpebyowue MeouyUHCK020
gMeuamenspcmaea;

Hanuuue Kposu 8 Kase 6e3 uduMoli NpuUUHbl;

HeYOOUHO-KUUIEUHble KpPoB8OomeueHuUsl, He 00BSICHUMblE S38aMU UJU
NnopmanbHOIl 2unepmeH3ueti;

JIt00ble 00UIbHBIE MAMOUHblE KPOBOMEUEHUsl, Komopule 015imcs 6osiee
7—10 OHeti;

NPU3HAKU ME3EHXUMANbHOU ducniasuu u aHeuooucniasuu;

Hanuuue 3a0pWUHHBLX 2eMaAMOoM WU 2eMapmpo308 8 AHAMHE3E;
passumue 2emMoppazuyeckozo CuHopoma npu npueme makux
npenapamos,  Kak  auemuicaauyunosass  kucaoma,  HIIBC,
KkJ0nudozpen, 8appapuH uiu 2enapuH;

BB 6 cemetiHom aHamHe3e.

Cbéop »canob u aHamue3da no3eonum onpedenums 06sem 00¢n1e008aHuUs
nayueHma.

PekomeHayeTcst Ipy cOope aHaMHe3a Yy BCeX IAIMEHTOB IIpuU
nogo3peHun BB mpoBoaUTh OlLIEHKY reMOpparn4eckoro CMHApoMa
10 IIKaJie KPOBOTOUMBOCTM [IJig BepuduUKaUMM OUarHosa
(mpunoskenue I'2) [25].

VpoBeHb YOeOUTENBLHOCTM peKkoMeHaamuit D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — V)



KommeHnTapum: 3HaueHue mexcdy 0 u 1 umeem Kpumuueckoe
3HaueHue. OueHka 1 o3Hauaem, umo CUMNMOM npucymcmeyem 8
aHamHe3e y nayueHma, Ho He umeem KJAUHUYECKO20 3HAUEHUS, UMO
Keanupuyuposamscs, Kax 2.

Ilpu oyeHke Kpogomouusocmu npu onepamueHslX eMeulamenbcmeax
oyeHusaemcsi npoyeHm onepayuti/yoaneHus 3y608, npu KOmMopbslx
ommeuasucss ezemoppazuueckuti cuvopom. Hanpumep, 3 onepauuu/
ydaneHus 3y608, npu Komopuix 8 1 ciyuae pa3suscs 2emoppazuyeckuli
cuHopom = 33%, oueHka no wkaue = 2.

HopmanbHble 3HAUEHUS: Y MY¥UUH — MeHee 4, Y JeHWUH MeHee 6, Y
demeli meHee 3.

2.2 dusukKaapbHOe 00c/IeJoBaHue

PekoMmeHayeTCsT y BCex IIAlMEHTOB IIpU OuarHoctuke bB
obOpaimaTh BHMMAaHMEe Ha HaJaMuMe KOKHOTO IeMOpparnvyeckoro
CMHApPOMA pa3jJNYHOM BBIPAKEHHOCTU B BUAE MHOXECTBEHHbBIX
3KXMMO30B M TIeMaTOM MSArKuUX TKaHeil. Ocmomp nos3eosnsem
onpedenums msxecms COCMOSHUSL hayueHma u Heo6Xoo0uMocmo
nposedeHus cneuuguueckoii 3amecmumesibHoU u/unu
zemocmamuueckou mepanuu [10, 17].

VpoBeHb yOeOUTENBLHOCTM peKkoMeHaammuit D (ypoBeHb
IOCTOBEPHOCTM J0Ka3aTelbCTB — V)

KoMMeHTapum: 603MOMCHO 8bl168J1eHUe NPU3HAKO8 NOpaxceHus
cycmaeos 6 eude degopmayuu, omexka u JIOKAJIbHO20 NOBbIUIEHUS
memnepamypsl  Koxu (ocmpblii  2emapmpo3) Uu/uiu  Npu3HaKos
HapyweHus  nodsuxcHocmu,  o0sema  O08uMEHULl  CYycmasos,
2unompoguu Moludy KOHEUHOCMU HA CMOPOHE NOPAXEHHO20 CYCcmasa,
HapyweHue noxodku (dedpopmupyrwwas apmponamus) npu BB 3
muna. Ilpu ocmompe makxie Mmozym Oblmb  O0OHAPYHCEHDI
KposomeueHust U3 Cau3ucmolx (Hocosbvle, OecHeswvle, JIYHOUKOBbLE,
MeHoppazuu,).

2.3 JlabopaTopHas IMarHOCTUKA

JlabopamopHvle aHANU3bL JIEHam 8 0CHo8e OUAZHOCMUKU U KOHMPOJIS
y nayueHmos ¢ BB. Tpeb6osaHus K ycno8usiM u mexHuke omoéopa
00pa3yo8 U BbINOJNIHEHUS UCCNe008AHULl He Oomauuarnmcs om
cmandapmublx. BaxcHviM acnekmom J1a60pamopHsIX UCCAe008aHUL
sensemcst  yuacmue 8 cucmeme KOHmMpoas —Kauecmea. Ilpu
duazHocmuxe BB onmumansHoO yuacmeosames He IMOJNbKO 8



20Cy0apcmeeHHoll, HO U 8 MeHOYHapoOHOUl cucmeme KOHMPOJS
Kauecmea n1abopamopHuix ucciedosaHull, oxeamoieéarouieli 0CHO8Hble
koazynonozuueckue napamempwi: AYTB, IITH, ¢ubpurozen, FVIII,
VWF:RCo, vIWF:Ag.

Bcem nayueHmam npu oduazHocmuke Oone3Hu Buanebpanoa
nposodumcsi hoamanuoe aabopamopHoe ucciedosaxue. IlonyueHue
MAKCUMANbHO20 KoJuuecmea OaHmHblX cnocobcmeyem eepuguxauuu
JuazHo3a U  UCKJIWYeHUr  npuobpemeHHblx  Koazyjonamuli
(Ilpunoxcenue I2) [1, 2, 3, 13].

PekomeHAyeTCA BCeM MalleHTaM [Jisl IMarHocTuku BB mepBbiM
3TariOM [OWArHOCTUMKY Ha3HaueHue o00wezo aHaiu3a Kposu U
nodcuem xonuuecmea mpomoéoyumos no DoHuo dns eepuguxayuu
duazHo3sa (2, 8].

VpoBeHb YyOegUTENBLHOCTM perkoMeHaaumuit D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTeabCTB — V)

PekomMmeHayeTCsl BCeM TMalMeHTaM [Jisl OUMarHOoCTUKMU BB mnepBbiM
3Tarom IVarHOCTUKU HasHauveHue KOaryJaorpamMmbl:
aKkmusuposaHHoe uacmuuHoe mpomboniacmuHosoe epemsi (AYTB),
npompombuHosoe 8pems (IIB), mpombuHogoe 8pems (TB),
KoHyeHmpayurw @GubpuHozeHa (no Knayccy), 0as eepugukayuu
duazHo3sa (2, 8].

VpoBeHb YOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — V)

PekoMmeHayeTcs1 BCeM IIal[ileHTaM IIPOBeIeHMe BTOPOro 3Tara
IVarHOCTUKM - crielMpuyecKux KOAaryJI0J0TUYeCKUX
nabopatopHbix TectoB: VWF:Rco/vWF:Ag, FVIII:C, ucciegoBanme
arperaliy  TPOMOOILIMUTOB C OCHOBHBIMM MHAYKTOpaMM —
PUCTOLIETMHOM,  Ko/UlareHoM, ameHo3uHdpochatom  (AD),
TpOMOMHOM, agpeHanmmHoM, RIPA B nByx KoHueHTpauusax, VWE:CB,
MYJIbTUMEPHBIN aHa/IN3 C 11e/ibl0 Bepudukaiuu auardosa BB [3, 4,
8, 19, 23, 30].

VpoBeHb YyOeOUTENBLHOCTM peKkoMeHaaumuii D (ypoBeHb
IOCTOBEPHOCTM JOKa3aTelbCTB — V)

KommeHTapum: B ciyuae nodo3speHusi Ha BB 2B muna azpezauus ¢
pUCmMoyemuHom nposooumcs 8 08yx KoHueHmpauusx, Cneuuguueckue
mecmsl Mo2ym 0blMb 8bINOJHEHBI 8 CNEYUATUIUPOBAHHBIX UEHMPAX NO
JleueHuro koazynonamuii. Ins ouggeperyuanvHoli duazHoCmMuKku 8



HeKomopslx cayuasx mpebyemcsi uccnedosavue (GYHKUUOHANBHOTI
akmusHocmu  mpomboyumos  (®AT) memodom  NPOMOUHOILI
uumomempuu.

PekoMeHayeTCSI B KauyeCcTBe TpPeThbero 3Tama JAMAarHOCTUKM
nanmMeHTaMm 0715 UCKIUeHUs npuobpemeHHozo depuyuma VWF u ¢
uenbl0 NPeHamanvHoli OuazHOCMuUKu IIPOBEIeHMEe MOJIeKY/ISIPHO-
reHeTUYeCcKoi AuarHocTuku HapymeHuit VWF [18; 31].

VpoBeHb YyOeOAMTEJIbHOCTM PEKOMeHIanuii A (YpoBeHb
JOCTOBEPHOCTM 0Ka3aTejabCTB — I)

2.4 "HCTpyMeHTaJlbHasl JUAarHOCTUKA

PekoMeHayeTcsl TalyMeHTaM [JiI YTOYHeHUs] amuarHosa bB u
npoBenennst auddepeHIInaabHOM AMATHOCTUKU C  OPYTUMM
3a00/1eBaHMSIMM C BO3MOXHBIM HaJMUMEeM TreMOpparmueckoro
cuHpgpoma [10].

ITo nokazaHusim npoeoosamcs:

J30¢azozacmpodyodeHockonusi;

y/IbMpaseykosoe ucciedosaHue cycmasd;

yIbMmpaseyKkoeoe uccnedo8aHue op2aHos OpWHoL noaiocmu;
y/IbMpaseyKoeoe uccnedo8amue Mouesbl800sujux nymeti;
y/IbMpa3sykoeoe ucciedosaHue 3abpruuHH020 NPOCMPAHCMea;
y/1bMmpaseykoeoe uccnedosaHue Mamku u npudamros;
MAZHUMHO-PE30HAHCHASL MoMozpagust cycmasa, MseKux mxaqeti;
MAZHUMHO-PE30HAHCHASL MOMO2pagdus 20J108H020 M032d;
peHmezeHozpagus cycmasa;

KOMNbIOMepHasi momozpagus op2avos 2pyoHoll Knemxu;
KOMNbIomepHas momozpagust 201081020 M0324;

PUHOCKONUSL;

KOJIbNOCKONUSL;

pPeKmopoMaHoCcKonusi;

KOJIOHOCKONUSL.

VpoBeHb yOegUTENBLHOCTM perkoMeHaaumuit D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTejabCTB — V)

KoMMeHTapumu: uUHCMPYMEHMAlbHAs OudzHOCMUKA ho380J51em
8U3yanU3UpPOB8aAmMs KpoB8omeueHus/Kpo8ousnusHus pPAa3IUUHbBIX
JOKAMU3auull, a makxe 8bvisl8UMb OCNO0MCHEHUSl, pPa3eusUIUEecs
gciedcmaue 2eMoppazuueckux nposieieHutl.



2.5 KoHCcybTaMy CIEMaINCTOB

PekomenayeTcsl mauyeHTaM ¢ BB Ojs momTBepKIOeHMS HaIU4MS
reMopparnyeckux nposiBJeHnin (M UX ocieqcTsuin) [7, 23].

Ilo noxasaHusim 603MOXHO npoeeaeHue KOHC}/JIbmaL{Lllj.'

akywepa-zuHekosozd;
mpasmamoJioza-opmoneod;
Xupypaa;

yponoza;

HespoJi02ad;
0MOPUHONAPUH20/1024;
cmomamonoza.

VpoBeHb YOeOUTEIbHOCTM pekoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM JOKa3aTeJabCTB — IV)

KoMMeHTapum: KOHCyIbmayuu epaueiino3eonsiom onpedeaums
HapyweHus 6 pasludHblX OopzaHax U cucmemax eciedcmeue
cocmoseule2ocst (nepeHeceHHO020 patee) KpogsomeueHus/
KPOBOU3IUSIHUS.

2.6 [IormoHUTEIbHBIE UCCIIedOBaHMSA

PekoMeHayeTcs Ipy OuarHocTMke BB B ciyuyae HEBO3MOXXHOCTM
MpOBe/ieHNsI TOHOLIEHHOTO TPeX3TaltHOrO KOary/a0/orMyeckoro
obceqoBaHMs, a TakKke B (Jiydae KOHTPOJISI Tepaluy, BbITIOJIHEHME
MHTErpajbHbIX TECTOB OLIEHKM TeMOoCTa3a MJjsI BbISIBIEHUSI U
MOHMTOpPMHIA HapyIIeHUII B CBEPTHIBAIOLIEN CHUCTEME KpPOBU -—
TpOMOOAVMHAMMKM, TpoMbOosnacTrorpadum, TecTa TeHepaluu
TpoMbuHa [3, 16, 33].

VpoBeHb yOeauTeIbHOCTM pekomeHgauuii C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — IV)

KoMMeHTapum: uHmezpanvHsle mecmsl — 3mo J1a60pamopHsle
uccnedosaHus, Komopsle in Vitro umumupywom 0O0JbWUUHCMBO
(usuonozuueckux npoyeccos 0cmaHoeku kpogomeueHus. OHU He
aHanuaupyrom omoesvHble (Pakmopsl ceepmoléarouleti cucmemsl, da
Xapakmepusylom KOHeuHblli 3man 8cez0 KAckada ceepmoul8aAHUsS —
npouyecc npespauieHue @GubpuHozeHa 8 GubpuH u o006pasosaHue
(ubpuHo8020 czycmka.



3. Jleuenue

Ileny neueHuss BB - noevluleHUe KOHUEHMpauuu uau 3ameujeHue
(QYHKYUOHAIBHO HENOJIHOUEHHbIX (hakmopos c8epmvl8aHUsl KPOBU.
JleueHue moxcem Obimb NPOQUIAKMUUECKUM UIU N0 Mpebo8aHur -
npu KposomeueHuu. Iayuenmam C bB pezyssipHoe
npogunakmuueckoe JjeueHue HA3HaAuUdawm pexe, uem NnauueHmam c
eemopunueti. OOHako npu peuudusupyrWUX KpPOoBOU3NUSIHUSIX 8
cycmassl, #eayo0OuHO-KUWEUHbIX U MAMOUYHbIX KPOBOMeEUEeHUSX
NpouUIAKMUUYECKULT pexcum Moxem cmams OnNMUMaibHsIM MemMooom
JleueHust nauueHmos ¢ bB.

He 8ce nauuenmot ¢ BB Hy#daiomcs 6 HA3HAUeHUU mepanuu.
Kpumepuem Hauana seueHuss Npu HAIUYUU BePUPUUUPOBAHHO20
duazHo3a BB sieasitomces cnedyrouwjue nokasamenu:

® BO3HUKHOBEHUE YMEPEHHbBIX/MANCENDIX, CNOHMAHHbBLX/
nocmmpasmamuueckux KpogomeueHull;

* Xupypzauueckoe eMeuamenbcmao;

e peyudusupywuiue KposomeueHuss 000l CcmeneHu msxiecmu,
CHUXCAOUUEe Ka4ecmaeo HCU3HLL.

ITockonwvky BB s6nsemcs KOMNnaekcHviM 3ab60nesanuem, 803HUKAOUUM
8  pe3yibmame  pasiuuHblx  2eHemuueckux  degpekmos U
pasnuuarnwuMcss no CcmeneHu msixecmu, 6 mepanuu Moxem
UCNONIb308AMbCS. WUPOKULL Cchekmp JIeKapCmeeHHslX npenapamos,
NOMUMO 3amecmumesbHoll mepanuu naasmamuueckumu
koHueHmpamamu FVIII, codepwcawjumu vWEF. Takue memoowbi
BKJIIOUAIOM  UCNONb308AHUE 20PMOHO08, AHMUPUOPUHONIUMUUECKUX
cpedcme u 0ecMonpeccuHa.

3.1 KoHCcepBaTUBHOeE jieueHUE

e PexkoMeHAyeTCA IaljieHTaM JeTCKOTO BO3pacTa (crapiie 4-X JieT)
¢ bB nmnpumeHeHme HazadbHOM GOpMBbI AecMmoIpeccuHa™*
(sviceoboxmcdaem VWF u FVIII u3 3HOOMeNuanvbHuiXx KAemok, mem
CambiM OH nosvliiaem akmusHocmo VIII (pakmopa ceepmoieaemocmu
Kposu y nauueHmos ¢ BB) mipu Jjerkux ¢popmax KJIMHUYECKOTO
teyeHus bB [10, 20, 32].

VpoBeHb YOeOUTENBLHOCTM peKoMeHaanuit D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lIbCTB — V)



KommeHnTapum: /JlecmonpeccuH™* - cuHmemuueckuili aHanoz
8asonpeccuHa (aHmuouypemuueckozo 20pMoHa) ¢ moduguxkayusmu,
HANpasleHHbIMU HA CHUMXCEHUE NPeCcCOPHOUL (8bl3bl8arouletl nosvluleHUe
apmepuaibHoz0 dasieHus) akmueHocmu 8a30NpeccuHa.
Iecmonpeccun™*  gwizvieaem 8viceoboxmcdeHue VWF u FVIII u3
2HOOMENUANbHBIX KJAEeMOK, meM CamblM OH Nogbluidaem aKkmueHOCMb
VIII hakmopa ceepmobieaemocmu Kposu y NAUUEHmMos ¢ zemogunueti u
BB: nocne un@ysuu 0,4 mxz/ke e2o yposerv cocmasnsem 300-400%
om nepeoHauUa/IbHO20; omeem nposieasiemcsi uepes 30 MuH U
docmuzaem maxkcumyma (3—-4-kpamHoe ygenuueHue) 6 meuerue 1,5-2
u. AxkmueHocms aHmuzeHa VIII ¢akmopa u pucmouemuH-Ko-
(pakmopHas aKkmueHOCMb Y8eIUUUBAIOMCS 8 MeHblUell CcmeneHu.
Iecmonpeccun™* 8 pasHoli cmeneHu nossiwiaem codepxcavue VIII
¢akmopa npu nezkoii ¢opme zemogunuu A, BB u y 300p0o8vix
dobposonvyes. Habnwdaemcs: makxice OblIcmpolii pocm KOHUeHmpauyuu
nnasmMuHozeHa 6e3 KAUHU4YeCcKU 3HauuMozo ycuieHus pubpuHoausa.

TMoka3aHusiMu K HA3HAYEHUN 0ecMONpeccuHa™™ seasomcs JezKue
¢opmost BB munos 1 u 2 (kpome 2B). IIpu BB muna 3 omcymcmeyem
VWF, komopulii Moz 6bl 861c80000UMbCS 8 0Maem Ha 0eCMONPeCcCuH, a
npu 6onee msenvix opmax BB muna 2 xauecmeeHHslli Oegexm
(pakmopa He Moxem Oblmb KOMNEHCUPOBAH OONOJHUMEILHBIM
8b1c8000xc0eHUeM depekmHbix mosieKyn VIWFE.

ITockonbky omeem Ha 0ecMONpPeccuH™* moxem pasiuuamocs,
nauyuenmy cnedyem es8ecmu npobHYw 003y decmonpeccuHa 8
omcymcmeue Kpoesomeuenus. Eciu 'y nayueHma Habawdaemcs
oxudaemoe noseviuieHue KoHueHmpauuu VWEF, 6 0ydywem npu
KposomeueHuslx 'y 23moz20 NauueHma MOMXHO  UCNOJIb308aAMb
decmonpeccuH [5].

IIpomokon npumeHeHuss decmonpeccuHa™*: 'y nauueHmos 00
HasHauveHus jeueHus HeobxodumMo npedsapumesibHO NPoO8ecmuU mecm ¢
HasHaueHuem npenapama 6 mepanesmuueckoli do3e u nociedyowum
onpedenenuem FVIII:C, vWF:RCo uepe3 60 muH (npu Ha3HaseHuu
HasanvHoli popmel  npenapama). Kpumepuii 3pgpekmusHocmu
- ygenuueHue npokoazyasHmuoti akmueHocmu FVIII, vWF:RCo > 50%.

Hecmonpeccun** npumensiemcss HazanvHo 150 mez npu macce mena
Mmenee 50 k2 u 300 me npu macce mena 6onee 50 ke. IIpumeHeHue
decmonpeccura™* nosmopsitom uepes 12 — 24u, odHako nocie 3 — 4
pas neuebHuvlli appexm cHuxaemcs. IToemopHoe neueHue nposooumcs
uepe3 7-10 OHeii.



ITosmopHoe ssedeHue decmonpeccuHa™* 8 meueHue 48 u 8vi3vieaem
ucmoweHue 3anacoe VWF u moxem npusecmu K maxuguiaxcuu
(CHUXCeHUl0 omeema HA JieueHue), OMCYymcmeur adek8amHozo
omeema npu nocaedyrwuemM Ha3HadeHuu 3mozo npenapama. Ilpu
Heobxodumocmu OnUMenbHO20 JleueHus pPeKOMEeHO08aH nepexod Ha
ucnonwv3osarue KoHyeHmpamos FVIII, codepxcaujux vVWF.

Bo3MOX)Hbl  HeXcenamenbHble — A8J€HUS ~— NpU  NpUMEHeHUuU
decmonpeccuma:

MpaH3umMopHas maxuxkapoust

207108HAs 00J1b (00bIUHO BbIPANHEHA YMEPEHHO).

2unoHampuemust

3adepxcka xudkocmu (8ciedcmeue aHmuouypemuueckozo 3ggpexma
decmonpeccuma).

HecmonpeccuH™* cnedyem nNpumeHsims C  OCMOPOMCHOCMBI) Y
NauueHmos, UMewWux 8 aHdMHe3e ApMmepuanbHyw 2unepmeH3uio,
OPOHXUANLHYIO  ACMMY, MUPeomoKCUKo3, XpOoHuuecKuii Hegpum.
AOCONMIOMHBIMU NPOMUBONOKA3AHUSIMU K HA3HAYEHUI0 JeCMONpPeCcCcUuHa
a8810McA: npoezpeccupyouuti amepockiepos, cepdeuHas
HedoCmamouHoCcme, nujiencusi, GepemeHHOCMb.

Ha3HaueHue OdecmonpeccuHa™* y 63pocisix nayueHmos ¢ bB He
NpuUMeHUMO 868udy O0mcCymcmeust 3apezucmpuposaHHoli 6 Pd
napeHmepasnvHoli hopmovl npenapama.

PekomeHpayeTcsi mnanueHTaM ¢ bB fjs mpemoTBpallileHUs JIM3uca
00pa30BaBIIMXCS CTYCTKOB Ha3HauyeHMe MHIMOUTOPOB
dbubpmHoOMM3a (aMMHOKAIIPOHOBOW KUCIOTHI**, TpaHeKcamMOoBO¥
KUCTOTBI**) [15,16].

VpoBeHb YOEOUTEIbHOCTM peKoMeHzanuii A (YpoBeHb
JOCTOBEPHOCTU JOKa3aTe/JbCTB — I)

KoMmMmeHTapum: uHeubumopwsl GubpuHoiu3a ces3vl8awmcs C
AKMUBHbIMU YuacmKkamu NIAa3MuHozeHd, 4mo npensmcmeyem ez0
83aumodeticmeuio ¢ pubpuUHOM U NPOHUKHOBEHUI 8 (POPMUPYIOUUTICS
mpom6. AHmugubpuHoIuMmuyeckue cpeocmed uacmo nNpuUMeHSom
(MeCmHo unu CUCmemHO) O KYnupo8amusi KposomeueHuti u3
CIU3UCMBIX NOJIOCMU pma, HOCO8bIX KPOBOMeUueHUll, KposomeueHutl
nocie yoaneHus 3y008 u MeHoppazuili. AHmugpubpuHonumuueckue
cpedcmea MOMHO KOMOUHUpoO8ams C 0eCMONPeCcCUHOM™™  uau



KOHUeHmpamamu  (akmopos  c8epmvl8aHuss  Kposu VIIIM,
codepxcawux VWF u/unu KoHueHmpama dakmopa ceepmovl8aHust
kposu VIII+paxmop Bunnebparoa™* .

3amecTUTe/IbHAS Tepanusi KOHIIEHTpaTaMu FVIII,
copepyamymu VWF

PekoMmeHayeTcss T1pu Tepanuu SOuU300a KPOBOTEUEHUS VY
naiueHToB ¢ BB npu orcytcrBuM 3¢pdekTa OT mecMoIipeccuHa Jjist
JedeHuss ¥ npodmiaktuku BB mpumMeHeHMe  BUpYC-
MHAKTUBUPOBAHHBIX KOHLIEHTPATOB (dakTopa cBepTbIBaHMSI KPOBU
VIII (OCKVIIT**), comepxkaumx VWF u/win KOHIleHTpaTa
dakTopa CBEPTbIBAHMA  KPOBU VIII+dakrop Bunnebpanma™*
(OCKVIII+vWF ) c pacripeneneHuemM MyJabTUMEPOB, MaKCUMAaIbHO
MpUOIMKEeHHbIM K TaKOBOMY B HOpMaJ/IbHOJ IIJla3Me uejioBeka [21,
26].

VpoBeHb YOeOUTENIbHOCTM peKoMeHzanuii B (ypoBeHb
JOCTOBEPHOCTHU AoKa3aTeabCTB — III)

KommeHTapun: I[IpednoumeHusi 00nxcHbl omoasamscs npenapamam
OCKVIII+VWF** 8 komopwix codepxcavue FVIII He npesvliiaem
koHueHmpayuro VWF, m.k. u3bsimouHas akmueHocms FVIII no
cpasHeHuw ¢ akmueHocmer VWF 6 kposu nayueHmos ¢ bB moxcem
npusecmu K passumur mpomb60308, ONAcHslx 0N Hu3Hu. Ilpu
nodoéope 003bl 8a}cHO yuumosieams coomHoweHue mexcdy VWFR:Co u
FVIII:C. IIpenapamesl, KOmMopbsle C00epxam 8blCOKOMONEKYISPHble
MYJIbMmuMepbl VWF, obnadarom bonee 8bIPAHCEHHBIM
2zemocmamuyecKum 3d)qbel<m0M Bo3moxcHO UCNoNb308aHUe
KOHYeHmpamos, Fviin , CmMaHoapmu3o8aHHblXx  (KOHUeHmpam
(DCKVHHVWF ) U He CMaHOapmu308aHHbBIX  (KOHUEeHmpam
®CKVIIT )no vWF.

IlpumeneHue  koHuenmpamoe  FVII[+VWF 803MOXCHO  OnA
npoeedeHus mepanuu 8 Ci1eo0ylouUx pexumax:

no mpe6ogaHuro (0715 KynuposaHusl KposomeueHuti)
8 npoguniakmuueckom pexcume (Onsa npedomepawjeHust
803HUKHOBEHUS 2eMOPPA2UUECK020 CUHOPOMAQ).

o3y KOHUeHmpamos naiasmamuuecko2o @CKVIIIM,
npedHasHaueHHo20 0as yeuerust BB, Heo6xodumo paccuumsi8ams no
akmueHocmu ¢pakmopa, cooepxcaujezocst 8 60vuieli KOHUeHmpauuu 8
daurom nekapcmeerrom npenapame (FVIII:C unu vVIWF:RCo).



BoccmanosneHue no VWF:RCo 'y 83pociblx  00/XHO  Obimb
npubnusumensto 1,5-2% Ha ssedeHue 1ME vIWWF:RCo/xz maccel mena.
IIpu uny3uu doswvt 50 ME/kz credyem oxcudamo ygeauueHusi VWF:RCo
8 duana3oHe 75 — 100 %. Takum obpa3zom, doza 40-50 ME vWF:RCo/ke
Maccol mena peKkoMeHO08aHA hauyueHmam ¢ Hu3Koli 0a3080li
akmusHocmuto VWF:RCo. Y demeli yposeHb 80CCMAHOBIEHUSL MOXCEM

OblMb HUXCE 8 CUMY (PU3U0N02UUECKUX 0COOEHHOCMET.

PekomMmeHayeTcCsI IIpy Tepanuy BceM nauyeHTam ¢ bB pacuet mo3bl
dakTOpOB
MIPOAO/IKUTENIBHOCTD  JIeUeHUsI TIPOBOAUTb MUCXOHS U3

KOHIIEHTPATOB CBEPThIBAHMSI KPOBU "
BUAA
KpPOBOTEeUYeHMsI, 0a30BOil aKTUMBHOCTM OeDUUUTHBIX (PaKTOPOB U

e gedenus (taban. 3) [16, 20, 23, 26].

VpoBeHb YyO0eOUTEIbHOCTM peKomMeHaauuii B
JOCTOBEPHOCTU JOKa3aTelabCTB — III)

(YpoBeHb

Taonuua 2. lemocraTuyeckass Tepanusi 1o TPeOGOBAHUIO ITPU
pa3/IMUYHBIX BUJAX KPOBOTEYEeHMS

npuHyune

«OOMAUWIHE20 JleUeHUsI»:

MokasaHusa [osa *% PexxnMm BBEAEHMA Lenb
OCKVIII+VWF 4
nnm OCKVIII ,
ME/kr
nerkue KpOBOTEYEHMS n3 20 06bI4YHO OcTaHoBKa
CN3UCTbIX (HocoBbIE, OAHOKpaTHO KpoBOTEYEeHUS
LecHeBble)
CNOHTaHHbIE nnm 20-40 06bI4HO OcTaHoBKa
nocTtrpaBMaTnyeckune OAHOKpaTHO KpOBOTEYEHUS
yMepeHHble KpOBOTEeYEeHUS
3KCTpakuuns 3y6os 20-40 OAHOKpaTHO FVIII:C
VWF:RCo > 50¢
MeHopparus aonblwe 7 CyTOK 20-50 co 2-10 OHS OcTaHoBKa
nnm npuvseoasLas K MeHopparum KpoBOTEYEeHUS
aHeMmsaumun Kaxable 24 4 B
TeyeHne 2 - 4
noHen
BonbLwoe Xupyprudeckoe Hacbiwarowasn B TeyeHne 2—4 Mepen
BMeLlaTeNbCTBO Ao3a: OAHOKpaTHO CyT, 3aTeM 1 pa3 B BMeLlaTesIbCTBC
3a 1 wyac po CYTKM A0 CHATUSA n 36 4 nocr
BMellaTenbCcTBa LUIBOB 7] Hero FVIII:C
50—60, 3aXXWBJIEHUS paHbl vWF:RCo > 80¢
noaaepxusaroLas
posa: 25—30 x 2
pas3a B CyTKu
Manoe Xupyprudeckoe Hacbiwarowasn B TeyeHne 1-—2 Mepen
BMeLlaTeNbCTBO [o3a: OAHOKpaTHO cyT nocne BMeLLaTeNbCTBC
nepeg Hayanom BMellaTeNbCTBa, n 36 4 nocr
BMewaTtenbctea 30 3aTeM 1 pa3 B Hero FVIII:C
—50, CYTKM OO0 CHATUSA vWF:RCo
noaaepxusaroLas LIBOB " 80%, FVIII:C
posza: 15—25 x 2 3aXWBJIEHUNA paHbl 50% B TeueHy
pasa B CyTKu 7—10 pHelt
KommenTapumn: CospemeHHas mepanuss BB 06a3upyemcs Ha

CamMocmosmenibHo20 B88e0eHuUs

npenapamos nayueHmom Ha 0oMy Npu Yca08uu 0053amenbH020
obyueHuss U HaOAWOeHUss 8 CheuualIu3upo8aHHoM MeOUuUUHCKOM



ueHmpe. PeuleHue 0 npumeHeHUU 2eMOCMAmMu4eckozo hnpenapama
NpuHuUMaem nayueHm uau e2o pooCmeeHHUKU 8 COOMmeemcmeuul C
peKomeHIauusamMu 2emamoJiozd.

PekomeHnayeTcsa 0npu Tepanuu IManueHToB ¢ bB B ciyuae
OTCYTCTBUSI  CIleUMPUUECKMX TeMOCTaTUYeCKMX IMpernapaToB
npuMmeHenue C3I1, kpuonpenunurara [7, 16, 23].

VpoBeHb YOeOUTEIbHOCTM pekoMeHzanuiti D (ypoBeHb
JOCTOBEPHOCTY JOKa3aTeJIbCTB — V)

KoMMeHTapum: 803MOMCHO 8 UCKIOUUMENbHBIX CYUAsIX U He 0ONIHCHO
A6J11MbCSl NOCMOSIHHOU NPAKMUKOLI.

[IpodunakTuyeckoe JjedyeHVe PeKOMEHAyeTcs IallieHTaM C
TsoKenbiMuM ~ Qopmamu BB (B OocHOBHOM Tuma 3) C
pPelUAUBUPYIOIIMMM KPOBOTEUEHUSIMU U3 CIAU3UCTBIX 0000UeK
WJIN C KPOBOU3JIUSIHUSIMU B CYCTaBHI [6, 7, 14, 23].

VpoBeHb yOeauTeIbHOCTM perkomeHmauuii C (YypoBeHb
JOCTOBEPHOCTM JOKa3aTeabCTB — IV)

KomMmeHTapumn: makue KpogomeueHuss Mo2ym CyujecmeeHHo
Meuwlams noecedHesHoll desimenbHOCMU U npueodums K HapyuleHur
(QyHKyuu  cycmasosé  (apmponamuu). Apmponamus — makxie
Haobnodaemcs y nauueHmos ¢ BB muna 2N, 0c06eHHO 8 mex Cyuasx,
kozda FVIII:C cocmasnsiem meHee 10%, u y nayueHmos ¢ msyicenoli
¢opmoti BB muna 1, y komopwix koauuecmgo VWF u akmueHocmbo
FVIII:C mozym 6bimb CHUMEHBI. B maxux cnyuasx pexkomeHoyemcs
HasHauamov NPOPuUIaKmuyeckoe jeueHue KOHyeHmpamamu (pakmopos
ceepmui8arust Kposu FVIII[+vWF**,

Ta6numa 4. 3amecTuTeNnbHasi NpodwiakKTUUecKass Tepanus
npu bB

MokasaHune/ TMn BB [osa FVIII+VWF**/ Pexunm Hauano
nokanusaums OCKVIIT**, ME/kr npodunakTuk
KpOBOTEYEHUS Macchl Tena
femapTpo3bl 3 10-50 1-3 pasza B rnocne nepsol
Heaenwo KpPOBOTEYEHMU
XXenypouHo- 2 20-40 2-4 pasa B nocne 2-
KULLEYHble Heaenwo KpOBOTEYEHU
KpOBOTEYEHMUS
HocoBble/un3 3 20-50 1-3 pasa B nocne 3-
CNM3NCTOM  POTOBOW Hepeno KpOBOTEYEeHU
nonocTn, BegyLumne K B roa (obbiyr
aHeMusaumm netun)




MeHopparum nobon 20-50 exeoHeBHO B JKEHLLUMHBI
™R TeyeHue 3-4 neTopoaHoro
AHeN BO BpeMs BO3pacTa
MeHCTpyauuu

e [Ipu mnpodunakTMueckoii Tepanuyu O0je3HM IMalMeHToB c BB
peKOMEeHAYeTCSA KOHTPOJMPOBATh CUTYALIMOHHO U IUVIaHOBO 1 pa3
B rox: AUTB, vWF:Rco, FVIII:C, obuinit ananms Kposu [2, 3, 6, 7, 13,
14, 23].

VpoBeHb yOeguTeNbHOCTM peKomeHzanmuit C (YpoBeHb
JOCTOBEPHOCTH A0Ka3aTeabCTB — IV)

KommeHTapumn: 0718 IKCMPEHHO020 KOHMpoas 3s¢pgekmusHocmu
mepanuu  donycmumo  uchoib3osaHue mecma AUYTB  unu
mpomboanacmozpaguu (HeobX00UMO NOAYUYUMb HOPMAJbHblE UU
CyOHOpMAJIbHbIE 3HAYEHUs]), O00HAKO, OdaHHble IMUX Mecmos He
no3seonsitom ouggeperyuposamo 3HaueHus: akmueHocmu vluie 40% —
50%.

e PekoMeHAyeTcs IallyieHTaM IIpM Tepamnuu BB ucIonb30BaTh
TOJIbKO  OUMINEHHbIe, BUPYC-MHAKTUBMUPOBAHHbIE IIperaparsl,
MU3TOTOBJIEHHBIE u3 IOHOPCKOIA T171a3MbI yeJ0BeKa
(mnasmatuueckue) @CKVIIT** comepxkanine VWF, ®CKVIII+vWEF**,
npenapat dakropa Buinebpanga* win pekombuHanTHoie VWE [10,
16, 23].

VpoBeHb YOeOUTENBLHOCTM perkoMeHaaumuit D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTeabCTB — V)

KoMMeHTapum: uacmas cMeHa npenapamos Moxcem npuseecmu K
noeslleHUw pUCKa passumus uHzubumopa K (axkmopam, nos3momy
HenamenbHo co30ams ycao8us 01 NpuMeHeHUs NayueHmom 00HO20
HAUMeHOB8AHUA 8 meueHue OIUMeNbHO20 8peMeHU (Ha NpomsyceHuu
MHozux nem). IIpu >mom npednoumeHue omodaemcss Momy
npenapamy, Komopulii 1yuuie 8cez0 NepeHOCUmcs NayueHmom, umeem
Jyuuiue (apmaxkokuHemuueckue uUHOUBUJYA/IbHble NoOKA3ameau U
Haubosee yO0OeH 8 UCNOb308AHUU, UCX00s1 U3 KOHKPEMHbIX YC08ULL.

CmeHa npenapama y KOHKpPEmMH020 nayueHma npu omcymcmeuu
3apezucmpupo8aHHbiX — HewelamenvHblX s6JleHull Ha e8eedeHue
UCNoIb3yeM020 npenapama u Y00671emeopumenbHomM KAUHU4ecKoM
omeeme Ha mepanuil HexeramenabHa u 603MoxHa nocie 100
IKCNO3UYUOHHBIX  OHell 8eedeHUs  KOHUeHmpamos  (akmopos
ceepmul8aHusi Kposu.



Konyenmpamsl  ¢pakmopos  ceepmosl8aHusi  Kpoeu  8800amcH
gHympueeHHo. Yauje 6cezo ucnonv3yemcs 0071H0CHAs UHQY3us co
CKOpPOCMbio, peKoMeHA08aHHOli npoudsodumenem. B pedkux cayuasx
B03MOMHO NpUMEHEHUE HEeNnpepsleHOll UHGY3UU npu Haauduu
nodob6HoO20 onsima.

Bo scex cnyuasx Heo6xo0umMo cpasy ucnoib308ams 00CmMamouHyo 003y
u cobawdames KpamHocms 88edeHust npenapama. Mcnonv3osaHue
Headek8amHo HU3KOU 003bl U HecoON0deHUe pexuma e6eedeHus
npusooum K CHuxeHuio 3pgpekmusHocmu, yxyouleHUr COCMOSHUS U
yeenuueHuio pacxoda npenapama. HeadexsamHo evicokas 0do3a
MoOMem npugecmu K paseumur) mpom00308 U HeonpasoaHHO
nosvliuaem pacxod npenapama.

Hmernuwuecss uHousudyanvHole KonebaHusi (apmakoKuHemuueckux
napamempos y Kax0020 nayueHma mpeobyom nepcoHupuyupo8aHHoti
OYeHKU (papmMakoKuHemuueckoli Kpueoii. B cnyuae ecau y nayueHma
makoti avanu3 nposedeH, pacuem 003bl U KpamHocmu 68edeHus
00J1eH NPO80OUMbCS CNeYUAIUCIOM C YUEemMOM UMEUUXCS OAHHBbIX.

Yuumoieas sapuabenvbHOCMb (hapmaxkokuHemuueckux nokazameseti y
Kax#0020 KOHKpEemH020 nayueHma, 3amecmumesvHdas mepanus
mpebyem KAUHUYECKO20 U, npu Heobxodumocmu, 1abopamopHozo
koHmpoas.  KnuHuueckuii  KOHMpoaib  OQO/MEH  NPOB80OUMbCS
2eMAmMoiozoM npu obpauwjeHuu nauueHma, pooumensimu u camum
nauueHmom NnocmositHHO. B ocHoBe KauHuueck0zo KOHMpOJs Jiexcum
OUeHKa QUHAMUKU 2eMOoppazuyueckux nposiejieHuli u ee COnocmaeieHue
C nposodumoili 3amecmumensvHoli mepanueii. JlabopamopHaulii
KOHMpOJb  8KJIUaem onpedesiieHue akmueHocmu OepuyumHbix
(akmopos 8 Kposu, mecmos8 80CCMAHOBEHUSI (PAKMOPO8 U OUEHKY
(¢apmakokuHemuueckoli  Kpueoili (¢ pacuemom  nepuodos
noJy8vieedeHus (hakmopos).

JInsa  oyeHKu pe3yibmamusHOCMU nposedeHus 2emMoCmamuuecKot
mepanuu B03MOMCHO hposedeHue UHMezPaibHblX mecmos: mecm
2eHepauuu  mpombuHa, mpomOoOuUHamuka 8  OUHAMUUECKOM
Hab1r00eHUU.

3.2 OnepaTuBHOE JIeUeHME

Y nayuenmoe ¢ BB Xxupypzuueckoe emeuwlamenbCmeo Moxem
nompeb0o8amocs 0N JieueHusl KaKk nposieieHuli 3a601e8aHus, max u He
ces13aHHblx ¢ BB 3a6o0n1esaHuti.



e PekomeHayeTcs1i TMaleHTaM T1epel JI00bIM XUPYpPrudeckKum
BMelllaTeJIbCTBOM KOHCY/IbTals Bpaua- remarosiora [10, 16].

VpoBeHb YyO0eaUTENbHOCTH peKoMeHaauuii D (ypoBeHb
OOCTOBEPHOCTHU AOKa3aTeIbCTB — V)

KomMMeHTapum:  xenameibHo  8blNOJIHEHUE  XUPYpP2UuecKo20
emeulamenscmea Cneyualucmamu, UMenwuMu onsim JeueHus
nauueHmos ¢ bB, npu Haauuuu B803MOMXHOCMU OnpedeseHus
akmusHocmu VWF:RCo u FVIII kpyanocymouHo. Ecau ecmo
803MOMCHOCMb, ONepamueHoe JeueHue Jyuyule nposooums 8
Ccneyuaiu3upo8aHHoM cmauyuoHape. AHecme3uoo2 O00JeH UMemb
OnbvLm JiedeHust nayueHmos ¢ HapyweHusMu ceepmauléaemMocmu Kposu.

e PekomeHAyeTcsI MalyieHTaMm J000e orepaTUBHOE BMellaTeabCTBO
UM TIpOBelleHMe MHBA3MBHOM Mpolefypbl MPOBOAUTH Ha ¢oOHe
3aMeCTUTEeJIbHOI Tepanmn KOHIIeHTpaTaMu dbakTOpOB
cBeptbiBauss KpoBu OCKVIII+vWF**/OCKVIII**, comepxkaiine
VWEF [14, 15, 16, 20, 26].

VpoBeHb YOEOUTEJIbHOCTM peKOMeHIanuii A (YpOBeHb
JOCTOBEPHOCTHU J0Ka3aTelabCTB — I)

KommenTapumn: Ilens 2emocmamuueckoti mepanuu — 00CMuMceHue
yposHus FVIII:C > 50%. OpuenmupogouHsle 003bl U PEXCUMbl 886€0€HUS
npenapamog8 npedcmaseneHol 68 mabauye 3. Hazpy3ouHas 0do3a
KOHUeHmpamos @akmopos cocmasnsem 50-60 ME/ke maccel mena
nayuerma. IToddepxcusaroujue 0o3sl 00bIUHO HUMNCE U COCMABAAOm 25-
40 ME/ke maccel mena nayueHma kaxcooie 12-24 uaca. Yepe3 24-48
uacos KoHYeHmpam 8800UmMcs 8 pexcume pa3 8 deHv Uu uepes deHv 8
meueHue nocneonepayuoHHoll Hedeu.

IIpu Heobxodumocmu B803MOMXHO O0ONOJHUMENbHOE HA3HAYeHUe
uHeubUMOpo8 Gpubpuronuda (mpaHekcamosoti kuciomst**) ¢ dose 10
Me/kez 8/8 3a 30 munym do onepauuu unu 20-25 mz/ke nepopanivHo 3a 2
uaca 00 onepayuu. B meueHue nocieonepayuoHHoOl Heodenu
mpaxexkcamosyw Kuciomy** HazHauarom kaxosle 6-8 uacos.

MoHnumopuHe npokoazyissHmHoU akmugHoCmu 6 nocieonepayuoHHoOM
nepuode ob6s3amened (koumpoav FVIII:C, vWF), maxkcumanvHbiii
yposeHv FVIII:C He donxceHn npesviuiame 160% 8 €853U C pucKom
mpomb0ambonuueckux ocnoxcHeHuti. Koazynozuueckue mecmot (A4TB,
FVIII, vWF:RCo, VIWF:Ag) dosixcHbl nposodumucsi 8 meuerue 7-10 Oueti
8 nocneonepayuoHHoM nepuode ¢ onpedenevuem akmusHocmu VWF
(no 8o3moxcHocmu) u FVIII:C.



IIpu Heobxodumocmu nposedeHuUs: UHBA3UBHBIX OUAZHOCMUYECKUX
npoyedyp, makux Kak JiomOanvHasi NyHKUus, NyHKUus apmepuu,
SHOoCcKonuueckoe uccnedosaHue ¢ Ouoncuell, eedeHue nayueHma
makoe xe, Kak Npu Xupypauueckom JeueHuu. B cnyuae, ecnu y
nayueHmos ¢ msxensiM meueHuem bB He ydaemcsi docmuub
KOHmpons ezemocmasa esedeHuem kKoHuenmpama DPCKVIII+vWF**
(unu  @CKVIIT**  codepucawyum VWF) 803MOXHO nposgedeHue
mpatcgysuu mpombokoHuenmpama unu C3I1.

IIpodmnakTuka TpomoO03a

He pexkomeHayeTcsi IIPOBOAUTb BCeM IIAllM€HTAM PYTUHHYIO
npodMJIakKTUKy TpomO030B TIainueHTamM ¢ BB Bo Bpems
XUPYPIUUECKOro BMellaTelbCTBa [34].

VpoBeHb YyOeaAUTENIbHOCTM peKoMeHaauuii B (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — III)

KommenTapumu: OHa Moxcem 0blmb HA3HA4YeHA 6 (853U C
NOBbILUEHHBIM PUCKOM MpPomM0O03a y NayueHmos, noayuanujux 8biCoKue
003wl KoHyeHmpama FVIII+VWFE** ¢ yuemom KomopOuoHocmu.

3.3 NHoe j1eueHne

PekoMeHayeTcs TMallMeHTKaM KOHCY/IbTallMs TUHEKOJIora [IJis
Ha3HAueHMe TepopaJbHbIX KOHTPAIENTUBOB (CMHTETUYECKME
aHaJIOTU 3CTPOTEHOB U reCcTareHoB) AJ1s1 KyIIMPOBaHUSI MeHopparui
[16, 32].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuiti D (ypoBeHb
JOCTOBEPHOCTM J0Ka3aTejabCTB — V)

KomMmeHTapum: npu 8sedeHuu 3cmpozeHo8 nosviwiaromces FVIII:C u
VWF:RCo, u 0711 KOHMPONSL YMEPEHHO BblPAMEHHbIX MeHOppazuli
Moxem oxkazamsca 00CMAMOUHbIM  NpuUMeHeHue  codeprcaujux
3CMPO2EH U NPO2ECMEPOH 0PAJIbHBbIX KOHMPAUenmueos, 81a2aaulHbLx
Kojey ulu BHYMPUMAMOUHbIX Cchupaneti, 8vlC8000MOAOWUX IMU
20pMOHbL. TOPMOHBI MOXHO HA3HAUAMDb OIUMENILHO 0711 YMeHbUleHUs
8bIPANCEHHOCMU  MEHCMpPYaibHblX  8vloeneHuli. Hecmomps  Ha
Heobxodumocms OONOJIHUMENIbHO20 U3YyueHuss O0aHHO20 80npocd,
KJUHU4ecKue JaHHble YKA3vl8arwm HA mo, umo eeedeHue 3CMpo2eH08
MO}em Ucnoiv308amecsi Ol OCMAHOBKU MAMENbIX MAMOUHbBIX
KpogomeueHuii. ITOPMOHbI MOMCHO HA3HAYUAMb ONUMENBbHO O
YMeHbUIeHUS NPOOJONHUMENbHOCMU U 00UNbHOCMU MEHCMPYalbHbIX
8bldeieHUlI.



B nepumeHonay3e npu namoJsiozuu 3IHOoMempusi U HAJAUYUU
MAMOYHbIX  KpOBOMeUeHUll  803MOXHO  hposedeHue  abasayuu
3HOomempusl.

PekomeHayeTcs mnaieHTam ¢ BB 1cnosnb3oBaHue MHTUMOUTOPOB
dbubpuHoNMM3a (TpaHeKcaMoBasi KUCJIOTa**, aMMHOKAIIpOHOBAsI
KUCIOTa**) TMpu TpOBedeHUM OMepaTUBHBIX BMeIIaTe/bCTB,
0co0eHHO Ha MapeHXMMAaTO3HbIX OpraHax, Mpyu 3KCTPaKkLu 3y0OB,
Jle4eHUM paH, HOCOBBIX KPOBOTeUeHUsIX [7,15, 32, 33].

VpoBeHb YOEOUTEIBLHOCTM peKoMeHZammuit A (YypoBeHb
JOCTOBEPHOCTU J0Ka3aTelbCTB — I)

KommeHnTapum: Hueubumopst ¢pubpuronusa. Hcnons3yromcs Kak
donosnHeHue K cheyuguueckoli 3amecmumensHoli mepanuu. Haubosnee
a¢pexmusHbl npu KpoBOMeUeHUsIX U3 PaM CAU3UCMbIX 000J10UEK.
Moeym ucnons3oeamocsi 011 JieueHust KpoeomeueHulli Opy2ux
Jlokanusayuti. 3anpeuieHo uchoiv3oeams  npu NoYeuHbvIX
Kp0oBOMeueHusix.

PekomeHnayercsas  rmnauueHtam ¢ bB B couetaHum ¢
aHrmommuciviasueit  (BoisiBasiercst 'y 1,1%-6,5% mainyueHTOB €
KPOBOTEUEHUSIMU u3 JKKT) IIpoBeJieHre JIOKQJIbHBIX
reMOCTaTUYECKUX TMPOLEeNypP, TaKuX KaK 3JIEKTPOKOATYJISILIUS,
nasepHasi doToKoaryasaiusl, CKiaepoTtepamnusi, aHruorpadus c
smbonu3anueii [10, 20].

VpoBeHb yOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lbCTB — V)

KommeHTapun: Peyudusupyrwuwjue HenyO0OUHO-KULUEUHbLE
KposomeueHusi 0e3 s136eHH020 aAHAMHe3a Mozym Ovimb 00YC/108J1€HbI
cunopomom Heyde, npu komopom umeemcsi couemaHHasi NamoJlo02us:
aopmanvHolli CMeH03, aH2UOOUCNIA3usi U XHeayodouHo-KulleuHble
kpogomeueHusi. IIpuuuHoli Kpogomouusocmu sesiemcsi ocedamue
KpynHolx  myasmumepos VWF Ha Nno8pemoeHHblX aopmanbHblX
K1anaiax 6 30He U3MEHEHH020 KpoeomoKkd U NOCMOSIHHOL
NOBbIWEHHOU Hazpy3ku. Xupypzauueckasi KOoppeKkyusi aopmanbHbiX
K1anaioe npugodum K HOPMAAU3AYUU KpPOBOMOKA, COXPAHEHUIO
mynsmumepHoti komnosuyuu VWF u KynuposaHurw KpogomeueHul.
HauHas mepanus 0o/xHa Nhposodumecsi 8 O0ONOJHeHue K
npogunakmuyeckomy JleueHurd KOHUeHmpamamu (paxkmopos ¢
603MOMCHOU KomMOuHayueti C aHmugubépuHorumuyecKkumu
npenapamamu. JleueHue nayueHmos npoeooOUMCsi COBMECMHO C
2ACMpO3IHMEPOJI020M U HA3HAUEHUEM NPOMUB0SI36€HHOU mepanuul.



CnemyeT y4yecTb, UTO Yy IallM€HTa MOTYT OBITh HeCTaHIApTHbIE
MposiB/ieHNs1 60e3HM, a Takke coueTaHue KOHKPeTHOI 00je3HMU C
IPYTUMM TIATOJIOTMSIMM, YTO MOXKET OMKTOBATh JeuallleMy Bpauy
M3MEHEeHMUsI B aJrOpUTMe BbIOOpA OINTMMAJIIBHON  TAKTUKU
IVArHOCTUKU U JIEUEeHMUSI.



4. PeaOunuranms

e PeromeHpayeTcsi TmainyeHTam ¢ BB u mopaxeHueM OMNOPHO-
IBUTATEJILHOTO aIllapaTa CaHAaTOPHO-KYPOPTHOE JieueHue B
caHaTOpUSIX opToreauueckoro npoduns 1-2 pasa B rog, [23].

VpoBeHb YOeOUTEIbHOCTM pekoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTY JOKa3aTeJabCTB — V)

KommeHnTapuu: IIlpu bB 3 muna 603MOXHO nopaxeHue ONOpPHO-
dgueamenvHo20  annapama, — CyweCmeeHHO  JUMUMUPYHOUe2o
coyuanvHylo  adanmuposaHHocmes nayueumos. Ilayuenmam ¢
nopaxceHuem  onopHo-deuzamenvpHo20  annapama  Heobxoouma
(yHKUUuoHanvHas peadbunumayusi. Paspabomka peabunumayuoHHsIx
meponpusimuii 00JKHA NPOBOJUMBCS COBMECMHO cheyualucmamu no
peabunumayuu, KypopmoJo2uu u 2emamosiozamu, uMernuwumu onsim
JleueHUs NaAUUeHmMo8 ¢ HapyuleHUsIMuU c8epmul8aHUs Kposu.

JleueHue MOXCHO NPo8odUMb 8 CAHAMOPHO-KYPOPMHbIX 0P2AHU3AYUSIX
8 KJIUMAMuuecKkoli 30He NpOXUBAHUS NAYUEHMAd, a Makxe Ha
OanvHeos102UuUeCcKUX Kypopmax.

Ilenecoobpa3Ho nposedeHue WKOJ NCUXoa0zuyeckoli adanmavuuu ons
nayueHmos c zemogunueti.

e PekomeHayeTcsi BceM TIauveHTam ¢ BB nposedeHue wikon
ncuxonozuueckoti adanmayuu 05 nauyueHmos ¢ bB [23].

VpoBeHb YyOeOUTEJIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTM 0Ka3aTeabCTB — V)



5. IIpodpuaaxkruka

¢ PekomeHayeTcsi HaONMOIeHMe U JiedyeHMe MaluyueHToB c BB
MIPOBOAUTDL TPYMIION  CIEUMaJMCTOB  PasjUMYHOro  Ipoduis,
BKJIIOUAIONIEell TremMaTojiora, IleamaTpa, akyllepa-IrMHeKoJIora,
opToIlesa, CcromMaTosiora, pusmorepanenta, Bpada JIOK, ncuxosora,
MMeIOIIMX OIBIT pabOoThI € MallMeHTaMM C HapylIeHUsIMM TeMocTa3a
[10, 16, 23].

VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTe/lIbCTB — V)

KommeHnTapum: OcmMomp nayueHmos 2emamosiozom, 2UHeKon1020M (y
HEHWUH), CMOMAmonozom, opmonedom O00NHEeH NPoBOOUMbCS He
MeHee 2-x pa3 8 200; OCMANbHbIMU Cheyuaiucmamu - no
Heobxodumocmu. LlenecoobpasHo nposedeHue duchaHcepusayuu
nayuermos 1 pa3 6 200 8 cneyuanu3upo8aHHOM UeHmpe 2emopuiul,
eciu yeHmp pacnonazaem 0oCMamouHoOU KAUHUKO-1a00pPamopHoli
0a3oli.

Zucnanceproe HabntodeHue 3a nauyueHmamu ¢ BB 0osxcHo 8kaouams:

e ob6s3amenieH OUHAMUYECKULI MOHUMOPUHZ COCMOSIHUSL nayueHma c
OUEHKOU Hanuuusi HeMenamesvHulX S8JeHUll npu nposedeHuu
3amecmumenibHOU mepanuu: nosiejieHue UHzubumopos K (akmopam
ceepmbl8aHUST Kposu, uHousudyanvHas HenepeHoCuUMoCcmeo
npenapama, upycHasi KOHMAMUHAYUsl, U3MEHEHUS NCUX0JI02UHECK020
Wil  COUUaIbHO20 cmamyca nayueHma, OUEeHKA COCMOSIHUS
nepucepuueckoti 6eHO3HOUI cucmemol;

e jleueHue ocnoxcHeHuii BB: koppexyus deuyuma enesa,
UH2UOUMOpPO8;

®  gbigBJlIeHUE U JleueHue conymcmeywouwux 3a0onesaHull, 0CoOOEHHO
3abonesaHuti 3y6o8, nosocmu pma, JKKT, JIOP-opzaHo8, opzaHo08
Mouesbl0eNumenvHoll U noosoli cucmem, namoo2uu cepoeuHo-
cocyducmoti cucmemul u op.;

e PeromeHpayeTcst ranyeHTaM C bB, TIO/TYYAIOIIM
npoduaakTuueckoe jeueHne, BBeAeHMe mpenapara nNpoBoAuUTh Ha
IOMY CaMOCTOSITEJIbHO WM/MAM C TIOMOILIbI0 POOCTBEHHUKOB (CM.
paspein Jleuenue) [23].



VpoBeHb YOeOUTEIbHOCTM peKoMeHzanuii D (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — V)

KoMmmeHnTapumu: KnwouegsimMu acnekmamu OUEHKU  YyuuleHus
COCMOSsIHUSL 300p08bsl U Kauecmea #Uu3Hu nayueHmos ¢ bB seaswomca:
npedomapauyeHue paseumusl 2emMoppazuueckozo cuHopoma, pezpecc
UIu 0CMAaHO08KA NPOo2peccupo8aHust KOCMHO-CYCMABHbIX U MblUIEUHbBIX
dezeHepamueHbvlX U3MeHeHUl, omcymcmeue CNOHMAHHBIX
KPOBOU3JIUSIHULL.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

l'apa"nTupoBaHHOe OecrmepeboiiHOe obecreueHye KOHIIEHTpaTaMu
FVIII+vWE/FVIII** y naieHToB ¢ BB, obyueHne MpuMMeHEHUIO 3TUX
TpernapaToB 4JIeHOB ceMbM OONbHBIX BB sIBisleTCs MpuopuUTeTOM B
opraHmu3saiuy oMol naimyeHtam c bB.

[Ipy eyeHMM KpPOBOTEUEHMII HEOOXOOMMO MPULEPKUBATHCS
CIeayoIUX TPUHIIUIIOB:

1. IS OCTAaHOBKM KPOBOTEUEHMUI HeoOXOmMMO cpa3y IIPUMEHSTb
s(¢dexTUBHBIE [M03bl MpemnapaTtoB. Tepanus HeIOCTaTOUHbIMU
I03aMM He TMO03BOJIUT OCTAaHOBUTb KPOBOTeueHMe, IPUBEIET K
IoTepe BpeMeHM, HapacTaHMUIO TeMOpparMuyeckoro CHMHApPOMa W
He0OOCHOBAaHHOMY PacXO[y TOPOTOCTOSIIMX IIPernapaToB.

2.Ilpy mpoBegeHMM JOMAIIHEro JieYeHMUSI BBIOOp IIperaparta
MaleHTOM JO/KeH OCHOBBIBAThCSI Ha peKOMEeHIAIMsIX Jieyallero
Bpaua M ObITb OOOCHOBAHHBIM B COOTBETCTBUM C KIMHUYECKOI
CUTYyaLUein.

3. lemocTaTuueckylo Tepanui crnenubudeckuM IpernapaTamu
(KOHIleHTpaTaMMu (PaKTOPOB CBEPTHIBAHMUSI KPOBM) HEOOXOIMMO
HAYMHATh KaK MOKHO paHblle (B MaKCMMaJIbHO CKaTble CPOKU
HACTOJbKO HACKOJIbKO 3TO BO3MOXHO, >KejaTeJbHO B TedeHUe
MepBbIX 2-X YaCOB MOC/Ie IIOAyuYeHMsI TPaBMbl MM IIOSIBJIEHUS
IepPBbIX  CYOBEKTUMBHBIX  WJIM  OOBEKTUBHBIX  IIPU3HAKOB
KPOBOM3/IMSIHNSI/KPOBOTEUEHMSI), II09TOMY OCHOBAHMEM  JJIS
Hayaja Teparuy MOTYT ObITh CYyObeKTUBHBIE OIIYIleHUs MalieHTa
i  ¢dakT TpaBMbl. HeobxogyMO CTPeMUTHCSI OCTaHOBUTH
KPOBOTEUEHME WM KPOBOM3JIUSIHME IO PasBUTUSI 3HAUMMBIX
KIMHUYECKUX MposiBAeHuit. Ilpu Hamuuuy TpaBMbl HaIMEHT
IO/KeH ObITh OCMOTPEH TeMaTOIOTOM B 00s13aTe/TbHOM TOPSIIKeE.

4. JleyeHue JIeTKUX U CPEIHUX KPOBOTEUEHMI TO/DKHO IPOBOIUTHCS
Ha AOMY MALIeHTOM WJIM €ro POJACTBEHHMKAMM B COOTBETCTBUMU C
pekoMeHAAlMsIMK  rematosiora. IIpM  pasBUTUM  TSDKENIOTO
KPOBOTeUEeHMsT Tepalusl No/KHa ObITh HauaTa KakK MOXXHO paHbIIle
(Ha [OOoMy) ¥ TIIPOmO/DKEeHA IIoH HabaogeHueM TremaTosiora
CTALMOHAPHO MM aMOyIaTOPHO.

5. ITauiMeHThl He OOJKHBI MCIIOMb30BaTh MpernapaThbl, Hapyllaliye
GYHKLMIO TPOMOOLIMTOB ¥ YrHETalolle CBepThbIBaHME KPOBH,



0COOEHHO aleTUICAIUMLIUIOBYI0O Kuwiory u nap. HIIBIT (3a
MCKIIoOUeHeM HeKoTopbix LIOI-2: 11eyieKokcub, mapekokcuo u ap.).
AnbTepHaTUBHBIM MeHee 6e30macHbIM 00J1eyTONSIOIIM
CpeZiCTBOM SIBJISIETCSI (PITYIIMPTHH.

6. CienyeT wu306eraTb BHYTPUMBIIIEUHBIX MHBEKLIMIA U MDYHKINUU
apTepuii.

7. CnegyeT  IOOHIPSATb  peEryasipHble  3aHATUSI  (PU3MUECKUMU
YVIIpOXKHEHUSIMM, CIIOCOOCTBYIOIIMMM pPa3BUTUIO MYCKYJIaTyphl,
3alllUTe CYCTAaBOB M VIYUIIeHUIO (U3UUECKOTO COCTOSTHUS
(Hammpumep, jieuebHasi TMMHACTUKA, IIJIaBaHMe, TEPPEHKYP).

8. ITauyMeHThl OO/DKHBI M30eraTh CUTYaLMii, CBI3aHHBIX C BBICOKUM
PUCKOM TpaBM, B TOM UMC/Ie 3aHSITUSI KOHTAKTHBIMM BUIAMM
eIVHOOOPCTB, UT'P C TSOKEJIbIM MSIUOM, 3aHSITUII Ha CIIOPTUBHBIX
CHapsgax, u T.n,.

CromaTosmormdyeckasi IoMoIllb

PeKOMEeHAYIOTCS TIJIAaHOBBIE CTOMATOJIOIMUECKIe OCMOTPbI IPOBOJINUTD
He MeHee 2 pa3 B rog. O6GbIUYHbIE OCMOTpPbI CTOMATOJIOTA M UMUCTKA
3y60B MOTYT IIPOBOAUTHLCS 6e3 3aMeCTUTeIbHOM Tepanuy akKTOpaMi.
OmHako HeOOXOOMMO MMETh B CBOOOJHOM JIOCTYIIE TeMOCTaTUYeCKIe
npenapaTtbl  (KOHLEHTpaThl (akKTOpoB  cBepThiBaHMsi, DDAVP,
aHTUGUOpUHOMNTHUUECKME TIpenapaThl). [2, 9, 20, 22]

VpoBeHb yOeauTenbHOCTM pekomeHaanuii C  (YypoBeHb
JOCTOBEPHOCTH JO0Ka3aTeabCTB — IV).

KommenTapuun: /15 6016Hb1x BB 8axcHO coOntodeHue 2uzueHsl nosocmu
pma, umo nomozaem npedomepamums paszgumue napodoHmosa u
Kapueca. JIns uucmku 3y608 Heo6x00uMO UCN016308AMb MsI2KYH0 3YOHYH0

wemxky.

e PeKOMEeHJI0BaHO MPOBOAUTL MECTHYIO aHeCTe3UI0 Y IMalMeHTOB C
TspKesoit popmoit BB (TUM3) TOMbKO MOC/Ie BBeIeHMsI KOHIIeHTpaTa
FVIII+vWF**, TIpu nerkumx ¢opmax 3abo0/ieBaHMS BBeIeHME
KOHIIEHTPAaTOB dhakTOpOB CBepPTbIBAHUS He SIBJISIETCSI
00s13aTeIbHbIM, Yy 9TOI TIpPYINbl IIAlIMEHTOB MOXKeT ObITb
ucrosnb3oBaHa tepanus DDAVP.[2, 9, 20, 22]

VpoBeHb yOemuTenbHOCTM pekoMeHpaumuii C  (YpoBeHb
JOCTOBEPHOCTU JO0Ka3aTeabCTB — IV) .

KommeHnTapum: IIpu okasaHuu cmomamonozudeckoli noMouwu 8aicHo
mecHoe 83aumodeticmeue Xupypza-cmomamosiozda U epaud 2emMamosnozd.
Yoanenue 3y6a unu xupypeuueckue npouedypsl 00JIHCHbl 8bINOJIHAMbCS



nod cmpoeum  KOHmMpoJsiem  emocma3a U nodie  KOHcyabmauuu
zemamosioeda.

IIpu nposedeHuu cmomamosniozudeckux npouedyp 803MOHXCHO NPUMEHEHUE
mpaHekcamosoli unu opyzux aHmu@ubpuHOIUMuUUeCcKUX npenapamos c
Uebilo yMeHblleHUss Heobxodumocmu 8 3amecmumenvHoll mepanuu
KOHYyeHmpamom ¢akmopa. Bo3amoxHo ucnonv3osaHue MecmHbIX
2emocmamuyeckux npenapamos nocse yoaaeHus 3y60e.

IIpu o6WUPHBIX CMOMAMON02U4ecKux npouedypax (HanoxceHue uUiB08,
MHOM(ECMBEHHAs ~ IKCmpakuyusi — 3y608)  Moxem  NoHAdoOUmMoCs
20CnuUmManu3ayus nayueHma 6 CMauuoHap.

Jleuenne Oosie3HM BuuieOpaHga BO BpeMsi 0epeMEeHHOCTHM W
ponoB

e PexoMeHJIOBaHO NpMU JieUeHUM OepeMeHHbIX >KeHIIH ¢ BB 3HaTh
tun bB, a takke FVIII:C 1 vWF:RCo B miasme KpoBu IallME€HTKNA.
[4, 16]

VpoBeHb yOeauTenbHOCTM pekomMeHaanuii C  (YypoBeHb
JOCTOBEPHOCTH JOKa3aTeabCTB — IV).

KommeHnTapum: IIpu sezkux u cpedHemsixcenvix ¢opmax BB (mun 1,
mun 2) koHuyeumpayusi VIWF 8 nnazme Kposu 00biuHO 8o3pacmaem K III
mpumecmpy 0OepemMeHHOCMU, 8 HEKOMOPbIX CAydasx 00 HOPMANbHbIX
3HaueHUll, U Ha 3Mom 3mane 3auacmyr omcymcmayem Heo6Xo0uMocmo
nposedeHusi zemocmamuueckoti mepanuu.

B I u II mpumecmpax 6epemeHHocmu KoHyeHmpauus vWF nosviiiaemcs
He3HauumebHo, Mo ygeauuusaem puck camonpoussosibHozo abopma co
3HauumeJsbHoli Kposonomepelii.

Ipu maxcenvix popmax BB (mun 1, mun 2, mun 3) akmusHocms VWF 60
epems bepemeHHOCMU go3pacmaem HedoCmamouHo. Ilpu
Heobxodumocmu zemocmamuueckoli mepanuu npu 3mux munax bB
cedyem ucnonv3oeames KoHyeHmpamol, codepxucaujue VWF [4, 16, 21].
Zo3a KoHyeHmpama onpedensiemcss 6 3A8UCUMOCMU OM YPOBHS
¢akmopa VIII y nauueumku, onpedeneuHozo 6 28 - 30 Hedenw
bepemMeHHOCMU.

IIpu coomeemcmeywujeti npoguirakmuke xeHwuHsl ¢ BB mozym poxcams
CamocmosimenibHo, ¢ hpoeedeHuem 3nudypaivHoll avecme3uu, eciu
FVIII:C cocmasnaem He meHee 40%.



e PekoMeHIOBaHO TIIpU  pellleHMM  Bompoca O  CIIocobe
pomopaspeliieHus (BarMHajbHOe WM  OIlepaTUBHOE), eCIu
OXupaeTcss poxkameHue pebeHka ¢ BB, BeiOpaTh Hamboee
aTpaBMaTUYHBII CI10C006.[4, 16].

VYpoBenbr yOeauTenabHOCTHM pekomMeHpanuii C  (YpoBeHb
JOCTOBEPHOCTH JOKa3aTeabCTB — IV)

KommenTapum: Kecapeso ceuerue moxcHo nposodums npu FVIII:C He
meHee 50% Bakyymakcmpakuusi s87151emcsi OnacHoll u He OONMCHA
npoeodumsCs 8 OMHoOUWEHUU NJ10008, Yy KOMopbsix nodo3pesaemcs BB.

YV oweHwun ¢ BB noesilieH puck nepeuuHoz0 U 8MOpPU4H020
nocnepodosozo KposomeueHusl, NOCKOJIbKY NOBblUEeHHAS! KOHYEHMpayust
VWF 8 nnasme Kposu CHUMaemcs cpasy xe nociae podos. Puck 6onee
8bICOK Y eHWUH ¢ BB muna 2 no cpagHeHnuto ¢ xeHwuHamu ¢ bB muna 1.

ITocne podos konuenmpayurw VWFE y ecex xceHwuH ¢ BB Heob6x00umo
onpedensimv 8 meueHue, no KpatiHeli mepe, 2—3 Hedenv. 3HauumesnvbHoe
CHuxceHue KoHyenmpayuu VIWF eckope nocie podopaspeuleHust Moxem
CYHUmMs nokasaHuem K npumeHeruro DDAVP.

Boibop cpokos u memodos podopaspeuleHuss ho CMaHOapmHsIM
aKywepckuM noxkasaHusim. B 6onvuiuvcmee ciyuaes 6epemMeHHOCMb U
podol 'y nayueHmok ¢ BB npomekarwom 06e3 O0CH0XHeHUll u odaxe
okaswiarom 6aazonpusmuoe 8030elicmeue HaA KAUHUYECKOe meueHue
3abonesaHus. Boinucka hauueHmMok U3 cmauuoHapa  JoHCHA
npou3gooumscss  He  paHee  cedvMblx ~ CYymMOK  nocie  podos
(camonpou3eonvHblX) U 8 CcpedHeM Ha Odecamosle CYmMKu nocje
onepamueHozo pooopaspeuieHusl.

BB y HOBOpOXXJE€HHBIX

e PexomeHIOBaHO TIIOC/Ie popaopaspeliieHMss OToOpaTb ob6paser]
IyIIOBMHHOM KPOBM B MPOOMPKY C LMTPATOM HATpUST [IJIS
orpeneneHuss aKTUBHOCTM (PAKTOpPOB CBepThIBaHMUSI KpoBU. [Ipu
OlleHKe pe3yJbTaTOB HeOoOXOAMMO VYUMTHIBAaTb BO3PACTHbIE
ocobeHHOCTM. [I0 MOMeEHTa OMArHOCTUKM, Y HOBOPOXIEHHBIX C
oxumaeMoil BB KemaTelbHO BO3IEpKaTbCsl OT BeHENMYHKUMI
(TONIbKO AjIs1 AuarHocTuku BB), oTr6opa 06pasiioB KalMJISpPHO
KPOBU U IPYTUX MHBA3UBHBIX MaHUITYSALMIA[5, 10]

VpoBeHb YyOeOUTENbHOCTM peKkoMeHaauuii B  (ypoBeHb
JOCTOBEpPHOCTHU aoKa3aTteiabCcTB — III) .



KommeHTapum: ITeHemuueckuili puck  Hacnedosamusi  0oJe3HU
Bunnebpanda cocmasnsem 50% Hesasucumo om nosaa naoda. ITockonvky
BB 6 OonvwiuHcmee cayuaes  Haciedyemcsi N0 - AymoCOMHO-
O0OMUHAHMHOMY muny, 3abosieeaHue mozym Haciedosams demu 000UX
nonos. Tem He meHee, dopodosyto duazHocmuky BB 00b1uHO He npo8odsim,
NOCKOMIbKY ~pPUCK pas3sumusi KpogsomeueHuli y HOBOPOHOEHHbIX 8
O0/IbLUUHCMBE CTyuaes Hedeuk.

Taxcenyrw popmy (mun 3) BB MoxHO duazHOCMuposams cpasy e nocie
poxcdeHuss no 006pasyy nynosuHHoLl Kposu, 00HaKo bonee Jiezkue Gopmol
BB duazHocmuposams y HOB80POXOEHH020 NPAKMUUECKU HEeB803MOMCHO,
NoCKobKY nocie poxcdeHus KoHueHmpayuss VWF  3HauumesnvHo
nosviwaemcsi. HopmanwoHelli pesynomam mecma moxcem Mackupoeamao
nezkyio  gopmy BB. Iloasmomy o6cnedosanue pebeHka cnedyem
OMJIOHUMb HA HECKOJIbKO MeCsyes.

IIpoBeneHme 1a00PATOPHBIX MCCTIETOBAHMIA

JlabopaTopHbIie aHa/IN3bI JIeKAT B OCHOBE AMArHOCTUKYU M KOHTPOJIS Y
naiueHToB ¢ BbB. TpeboBaHusi K YCJIOBUSIM UM TexXHMKe OTOOpa
00pa3IoB ¥ BBINIOJIHEHUS MCCIENOBaHMII He OTAMYAIOTCS OT
CTaHJApPTHBIX. BaKHBIM acIeKTOM J1abopaTOPHBIX MCCAeNOBaHMIA
SIBJIIETCS yyacTye B CUCTeMe KOHTPOJsl KadecTBa. IIpu AMarHocTuke
BB onTumasbHO yuyacTBOBAaTb He TOJbKO B TOCYIapCTBEHHOI, HO U B
MEKIYHapOOHOV CUCTeMe KOHTpOJisS KadyecTBa JiabopaTOPHBIX
MCC/IeIOBaHMIi, OXBaTbIBAIONIEl OCHOBHbIE KOAryloJormyeckue
rapaMeTpbl.

BakumHanust

[TauyenTsl ¢ BB MoryT ObITh BakKIMHMPOBAHbL. OCOOEHHO BayKHO
IpoBefeHMe BakKUMHALMM OT Trenatuta B. IIpu BakuMHaLUMU
IpeAriouTeHre OTOAEeTCS OpaJlbHOMY WMIM IMOOKOKHOMY BBeIEeHMUIO
rpemnapara, 10 CpaBHEHUIO C BHYTPUMBIIIIEYHBIM U
BHYTPUKOXHBIM. Eciu p[jisi OAaHHOM BaKIMHBI [OOCTYIIEH TOJIBKO
BHYTPMMBIIIEUHBIN ITyTh BBeIEHNSI, HeoOXOayMa 3aMeCTUTe/bHasI
Tepanus Ojs IpenoTBpalleHsl pa3sBUTUSI TeMaToOMbl. B 3ToM ciyuae
HEeoOXOIMMO MPOBOAUTh 3aMEeCTUTEIbHYIO Tepamnuio 3a 1-2 oHS O0 U
yepe3 1-2 oH4A 1rociae BakuMHaLuu. Helb3s MMpoOBOAUTHh BaKLUMHALUIO
BO BpeMsI KpOBOTeUeHMsI.

HexenarenpbHass MeaVUKaMeHTO3Has Tepalius.



[Tarimentam ¢ BB  HeXkemaTelbHO MpMMEHEHMEe IIperaparos,
yXyOmanmux ¢GyHKIWI0 TPOMOOLMTOB WM CBEpPTHIBAHUSI KPOBMU.
[IpyMeHeHME TaKuX IIpPerapaToB MOXKET MPUBECTM K Pa3sBUTUIO
TSDKEJIBIX KPOBOTEUEHMII, KOTOpble He KOHTPOJIUPYIOTCS BBeIeHMeM
KOHIIEHTPaTOB dbakTOpOB CBEPTHIBAHMS  KPOBM. OmHako
pa3BUBIINICS TpOMOO3 MOXET IIOTpeboBaTh IPUMEHEHUS
QHTUKOATry/ISIHTOB. [IpedriouTeHMe HaAO OTHABaThb IIperaparam
KpaTKOBpeMeHHOro  neiictBus.  Kaxknaplii  pas  He06XomyuMo
aHaAJIM3MPOBATh COOTHOIIIEHME TIONb3bl UM pUCKA OT IIpUMEHEHMUS
AHTUKOATYJISTHTOB U JIe3arperaHTos.

OGY‘IEHI/IE MalMeHTOB U YJIEHOB MX CeMeIi.

OOyueHre MNaAIMEHTOB M WIEHOB UX CeMei — HeoOXOayuMoe yCI0BYe
obecrieueHuss  aJeKBATHON TIomoluM OonbHbIM BB.  OO6yueHue
HAaYMHAEeTCs Cpas3y I0CIe YCTAaHOBJIEHMS IMarHo3a ¥ IIPOBOAMUTCS Ha
TIOCTOSTHHOJM OCHOBE BpauaMy M MeOULIMHCKMMM CeCTpaMu LieHTpa, B
KOTOpOM  HaOmomaetrcss  mauyeHT. OOyueHue  IPOBOAUTHCS
VMHAVMBUIYAJTbHO IIPU TOCENIeHMUM LEHTPa M B paMKax MaleHTCKO
IITKOJIBI.

OcHoBHbIe HampaBjieHMs] 0Oy4yeHMsI MaljMeHTa ¥ YIEeHOB ero CeMbMU:
yTO Takoe BB, ocobeHHOCTM HeTeii, cTpagamoux BB, HaBbIKM OLIEHKU
COCTOSIHMSI peOeHKa, HaBBbIKM OIIEHKM CHMMIITOMOB, XapakTepa U
TSIKECTU KPOBOTEUEHMSI, XpaHeHMe U UCII0JIb30BaHMe KOHILIEHTPATOB
(aKkTOpOB CBepThIBaHMSI KPOBU, ITOKA3aHMUS M 103l 3aMECTUTEIbHOM
Tepary, HaBbIKY IIpoBeleHNs MHGY3UM B JOMAITHUX YCIOBUSX, YXO/I
3a BeHamMM, IIPUMEHEeHMe [PYyIMX TeMOCTaTUYeCKMUX IIperapaTos,
dusuyeckass aKTUMBHOCTb, IICMXOJIOTMUYeCKas M  COLMaJbHas
amanTanus, IpodeccMoHaJbHAs  OpMEHTaluus,  pUAUIecKue
ACIIEeKThI.

[Tomumo Bpaueii M MeAcecTep K OOyYEeHUIO MALEHTOB M WIEHOB X
cemeli HeoOXOOMMO MPUBJIEKATh IICUXOJOIOB, IOPUCTOB M UJEHOB
OOIIeCTBEHHBIX OpraHM3aluii, IPeaCcTaB/ISIOIMX MHTepechl 00JbHbBIX
C HapyIIeHMSIMM CBEPThIBAHMS KPOBI.

7. OpraHmsanyss MeauIIMHCKOM
IIOMOIIM



Bcex marueHTOB ¢ BB peKoMeHI0BaHO PermcTpUpoBaTh U HAOGIIOAATh
B CIelMaIM3UMPOBAHHOM IlieHTpe (110 BO3MOXXHOCTU). [losxcHa Obimb
KpY2J10CYymOUHAsl 803MOMCHOCMb KOHMAKMA C 2eMAmoio2oM, UMenuum
onslm JieueHus NayUeHmMo8 ¢ HapyuweHusIMu 2emMocmasa.

l'apa"HTHpoBaHHOe OecrmepeboiiHOe obecreueHye KOHIIEHTpaTaMu
@OCKVIII+vWEF**/®CKVIII**, comepxkauinit VWF, y namueHToB ¢ BB,
obyueHMe MpUMEHEHUIO 3TUX IIperapaToB WIEHOB CEMbM IallieHTOB
¢ bB sgBnsgeTcs npuopuUTeTOM B OpraHM3alMy MOMOIIM IalieHTaM C
BB.

ITokasaHusa OJis1 IJIaHOBOM IrOCHIUTAJIMU3aAIIUN:
* [JIAHOBOE OIIEpaTUBHOE JIeUEeHME.
IIokazaHus OJjisi 9KCTPEHHOM roCIuTaan3anun:

® JKM3HEYyIrpoXXarllee KPOBOTEUEHME;
¢ JIpoBeaeHMe SKCTPEHHOI'O OIIepaTMBHOI'O BMelaTeJbCTBA.

IIokazaHus K BBIIIUCKE MMallieHTa U3 CTallMMOHapa.:

¢ JIOJIHadg OCTaHOBKa KPpOBOTeUEHWA



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

yny4dyweHne CoCToaHna nauneHTa

Ne Kputepun kauyecrBa YpoBeHb LOCTOBEPHOCTH YpoBeHb
AOKa3aTesNbCTB y6eautenbHOCTH
pexkoMeHaaumm
1 BbinonHeH ocMOTp BpayoM- II1 B
remMaTonorom
2 MpoBeneHo wccnegoBaHue obuwero II1 B
aHanmM3a KpoBM C onpejesieHnem
Konnyecrtea TpoMboLMTOB
3 BbinosHeHa Koarynorpamma II1 B
(akTnBmMpoBaHHoe yacTuyHoe
TPOMb6OM/1aCTUHOBOE Bpems,
npoTpomMbuHoBOE Bpems,
TPOMOMHOBOE BpEMS, KOHLEHTpauus
pubpuHoreHa (no  Knayccy) wn
MoACHYET KOIMYECTBa TPOM6OLMNTOB)
4 BbinonHeHo onpenenexHue III C
AKTUBHOCTM (PaKTOpPOB CBEPTbIBAHUS
kposu: VWF, FVIII
5 BbinonHeHa MONIEKYNAPHO- II A
reHeTnyeckas AnarHocTurka
HapyweHun vWF
6 [poBeaeHa 3aMecTuTenbHas II1 B
Tepanusa KOHLUeHTpaTaMu ¢akKTopoB
CBEpPTbIBAHWSA KPOBM B COOTBETCTBUMU
C BblSBAE€HHbIM geduuntom (Npu
OTCYTCTBMW NPOTMBOMOKa3aHMin)
7 [JOCTUrHYTO MOBbIWEHME aKTUBHOCTMU II1 C
AedPUUNTHBIX dakTopoB
CBepTbIBaHUS KpOoBM (npwm
AVHaMU4YeCcKoM KOHTpoOne
npoBOAMMON Tepanum)
8 JocturHyTa nosioXnTesbHas v D
ONHAMKKA KIIMHUYECKUX MPOSIBEHUN
remopparmyeckoro CUHApOMa y
nauveHTa B TeyeHwe 24 4acos OT
Hayana Tepanuu
9 JocturHyto KIMHU4yeckoe I\ D
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KoH(}IMKT MHTEpecoB: HeT



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBas aymuTOpus - Bpaum:

e Bpauu-remartonoru

e Bpauu-nenuartpsl

e Bpauu-tepamneBTbl

e Bpauu-xupypru

e Bpauu-cToMaTosoru

e Bpauu-oronapmHronoru

e Bpauu-opronenbi-TpaBMaTONOTU

MeToapl, 1CIIO/Ib30BaHHbIE JIS1 c60pa/ CeJIeKI MU JOoKa3aTe/IbCTB.

e Jlouck myOGnMKamMii B CIEHIMAIN3MPOBAHHBIX I€PUOAUIECKUX
MevYaTHbIX U3AAHUSIX ¢ UMNOAKT-PakTopoMm > 0,3.
e TIoucCK B 3JIEKTPOHHBIX 0a3ax JaHHbIX.

ba3bpl [aHHBIX, MCIOJb30BAHHBIX [JIT COOpa/ceIeKuuu
IOKa3aTeJIbCTB:

IlokasaTe/nbHOM 06a30¥ OjIs1 peKOMeHOALMi SIBJSIIOTCS MyOIMKaIum,
Bomemmme B 6a3pl gaHHbix PUBMED, MEDLINE, KokpaHOBCKOI1
6ubnmnorexu. ITouck mpoBoguiics Ha IIyouHy 6osee 10 JieT.

MeToapl, UCIIO/Ib30BaHHbIE /IS aHA/IN3a J0Ka3aTeIbCTB:

e 0630pbl MeTa-aHAIN30B, PAaHAOMM3MPOBAHHBIX MMPOCHEKTUBHBIX
KOHTPOJIMPYEMBIX IT€PEKPECTHBIX KIMHNYECKMUX VUCCIeI0BaHMIA.

e 0630pbl OMYOGIMKOBAHHBIX MCCAEIOBAHUI CIy4aii-KOHTPOIb WU
KOTOPTHBIX UCCIeN0BaHMIA.

e CucremaTuyeckye 0630pbl C TAOIUIIAMHU TOKA3aTe/IbCTB.

MeToapbl, HUCITIO/Ib3O0BaHHbIE AJIs1 KauecTBa nu CHUJIbI
AOKa3aTe/IbCTB:

¢ KOHCeHCyC 3KCIIepToB;

e OueHKa 3HAYMMOCTM  [OKasaTeJbCTB B  COOTBETCTBUU  C
PeMTUHTOBOM CUCTEMOV  yOemuTelbHOCTHU I0Ka3aTe/IbCTB
(mpunoxenue I11).



MeTomonorust pa3spadoTKM peKOMEeHIaIMii:

OnucanHue MmemoOduku aHanu3a 0oKasameiabcmeé u paspadbomku
pexkomeHoauuii

[Ipy orbope IMyoMMKALMii, KaK MOTEHUIMAJbHBIX MCTOUHUKOB
IOKa3aTeJbCTB, MCIOJAb30BaHHASI B  KaKIOM  MCCIeLOBaHUU
MeTOHOMIOTUSI IO/DKHA ObITh M3ydeHa JJisi TOro, uToObl yOemuThCs B
COOTBETCTBMM ee MPUHIIUIIAM A0Ka3aTeJIbHOV MeauIMHbI. Pe3ynbTaT
M3yueHUs] BJMUSIET HA YPOBEHb A0Ka3aTeJIbHOCTU, IPUCBauBaeMbIi
ITyOIMKALVM, YTO B CBOIO OYepelb BIMSET Ha CUIY BBITEKAIOIIMX U3
Hee peKOMeHAlINIA.

MeTopmonoruueckoe u3yueHue (QOKycUpyeTCsI Ha OCOOEHHOCTSIX
ou3aitHa  UCCIeqoBaHMs, KOTOpble OKa3bIBaaM  CyIleCTBEHHOE
BIMSIHME Ha KAUeCTBO Pe3y/IbTaTOB U BHIBOZOB.

C 1enpl0 MCKIIOUEHUS! BIAUSHUS CYObEKTMBHBIX (PaKTOPOB KasKIoe
UCC/IefOBaHMe OLIeHMBAETCS, KaK MUHUMYM, IBYMS He3aBUCUMbIMU
YyjleHaMlM aBTOPCKOT'O KOJIJIEKTMBA. Pa3jinunsi B OLleHKe 00CYKIaI0TCS
Ha COBENIaHMSIX paboueii I'PYIIIbl aBTOPCKOTO KOJUIEKTMBA TaHHBIX
peKoOMeHOaluIA.

Ha ocHOBaHMM aHanM3a [0OKa3aTeJbCTB pa3pabOTaHbl pa3iesbl
KIMHUYECKNX PEeKOMEHAlMii C OLIEHKOM CUJIbl B COOTBETCTBUM C
PENTUHIOBOM CUCTEMON Ipafaluii JOKAa3aTeJIbHOCTU PeKOMeHIaluin
(mpunoxkenue I12).

MeToapbI, MCITOJIb30BaHHbIE i8¢ dbopmynupoBaHus
peKoOMeHJalun:

e KoOHCeHCyC 3KCIIepToB.
e OueHKa 3HAUMMOCTM peKOMeHJalui B  COOTBETCTBUU C
PEeMTUHTOBOI cxeMoM nokasatenbCTB (IIpunoxenns I11,112).

MeTozaonorus BaJnausanu peKoMmeHauin:
Memoodul sanudusayuu pekomeHoayutii:

e BHemHsIs 5KCrIepTHAs OILleHKa.
e BHyTpeHHsSs SKCIIepTHasl OLIeHKa.

OnucaHue memoduxu sanudusayuu pekomeHoauuti:



PekoMeHpanuu B IIpeABapuUTeIbHON BepCcUM  peleH3UPYIOTCS
He3aBMUCUMBIMM 3KCIIepTaMi, KOTOPBIX MIPOCSIT MIPOKOMMEHTMPOBATbD,
HACKOJIbKO KauyeCTBEHHO WMHTepIpeTUpPOBaHbl [OKa3aTeabCTBA U
paspaboTaHbl peKoMeHaauuu. Takke IPOBOAUTCS SKCIIepTHAs
OlleHKa CTUJS M3JIOKeHUsS peKOMeHAAlMit M UX MOCTYIHOCTU IJis
TIOHMMAaHMUSI.

[lpegBapuTenbHble BepCUM pPeKOMEeHOALMii IpPeACcTaBaSIOTCS s
00CYkImeHMsI Ha HayyHbIX TIeMaTOJOTMUYecKuX KOHdepeHUMsX
HalmMoHaabHOTO TreMaToJIOTMYecKoro obmiectBa ¥ HaimmoHanbHOTO
obmiecTBa IETCKMX TeMAaTOJIOTOB ¥  OHKOJIOTOB, BEeIYIIVMMU
crienuaauctTamu  npodmibHbIX DemepanbHbIX 1eHTpOB PO u
MIpaKTUUYECKMMHI BpauyaMu.

M3yyaloTcsi KOMMEHTapuM CO CTOPOHbI Bpaueli-reMaToJIOTOB
amMOyZaTOPHOTO ¥  CTallMOHAPHOTO  3TalloOB B OTHOIIEHUMU
IJOXOOUMBOCTY U MX OLEHKM BaKHOCTM PEKOMEHalMii Kak pabouero
MHCTPYMEHTA IIOBCEeIHEBHOI MPaKTUKMA.

3aMedyaHNs M KOMMEHTapuu, MoaydyeHHble OT 3KCIIePTOB, TIATEIbHO
CUCTEMATU3UPYIOTCS ¥ OOCYKIAIOTCS aBTOPCKUM KOJUIEKTUBOM. [Tpu
HeOoOXOIMMOCTH IIPOBOAUTCS BHECEHME M3MEHEHMI M JOMOJTHEHUI B
TEeKCT peKOMEeHIalUiA.

OKoHuaTe/IbHasA pegaKIus:

JIJist OKOHYATEe/IbHOM pelaKkiuy M KOHTPOJISI KauecTBa peKoMeHIalumn
IIOBTOPHO  aHaJIM3UPYIOTCS WieHaMu paboueil TpymIbl, OIS
TOATBEPXKIEHUSI TOTO, UYTO BCE CyIIeCTBEHHbIe 3aMe4YaHus WU
KOMMEHTApuUyM  SKCIIEPTOB  IPUHSTHI BO  BHMMAaHMEe,  PUCK
CHUCTEeMATUUYECKMX OIIMOOK IMpM pa3paboTKe CBeAeH K MMHUMYMY.

OkoHuaTenbHas penaxkius KJIMTHUYECKUX peKoMeHIanui
paccMaTpuBaeTCs M yTBepkpaeTcsl Ha 3acemaHuy IIpoduabHOM
Komuccumu 10 Iemartomorum, Paboueit rpymnibl 1O pas3spaboTKe
KJIMHUYECKUX peKOMeHOaluii I'eMaTomornyeckoro HaydyHoro eHTpa
1 HalmoHanbHOTO 001lecTBa IeTCKMUX reMaTo/JIOTOB ¥ OHKOJIOTOB, U B
3aKJIIOUEeHNM, Ha KOHrpecce (Cbesge, IJIEHYMe) IreMaTOIOIMYeCKUX
OOI1IeCTB.

YpoBHM O0Ka3aTeJIbHOCTU PeKOMEeHaaluin

(B COOTBETCTBMM CO IIKajgaMMu, pa3pabOTaHHbBIMM AMepUKaAHCKUM
001ecTBOM KIMHUYecKoii oHkomoruu (ASCO) u EBpomeiickum
00111eCcTBOM MeauIMHCKo oHKonoruu (ESMO)



IIpunoxxkenmne I11

YpoBeHb Twun gokasaTeNbHOCTH

[OKasaTeNnbHOCTH

I [okasaTenbCcTBa MNoJlyyeHbl B pe3yfibTaTe MeTa-aHanm3a 60bloro
yucna XOpOLLO CMAaHNUPOBAHHbIX paHAOMU3UPOBAHHbLIX

nccneaoBaHui. PaHaoMusnpoBaHHble UCCNeAOBaHUA C  HU3KUM
YPOBHEM NNOXXHOMO3UTUBHbBLIX U JTOXKHOHEMAaTUBHbIX owmnboK.

II [oka3aTenbCTBa OCHOBaHbl Ha pe3ynbTaTax He MeHee OAHOro
Xopowo cnJlaHMpoBaHHOIo paHAOMU3NPOBAHHOIO wUCCIeaAoBaHUA.
PaHpomMusupoBaHHble nccneanoBaHud C BbICOKMM YPOBHEM
JNIOXKHOMO3UTUBHBIX M JTOXKHOHEraTUBHbIX OLINOOK.

II1 [okazatenbcTea OCHOBaHbI Ha pesynbTaTax, X0poLo
CNJI@aHUpPOBAHHbIX HEpaHAOMU3NPOBAHHbIX nccnenoBaHuin.
KoHTponupyeMble wnccnefoBaHusi C OAHOM rpynnon nauMeHToB,
MccneaoBaHMs C rpynnoi MCTOPUYECKOro KOHTPOS U T.4.

v [oka3aTenbcTBa MosydeHbl B pe3yfbTaTe HepaHAOMU3MPOBAHHbLIX
nccnenoBaHuii. Henpamble CpaBHUTENbHbIE, onucaTtenibHo
KOPPENAUMOHHbIE WCCNEAOBaHUA W WUCCNeAoBaHUA  KJIMHUYECKUX
cnyvaes.

\Y, [lokasaTenbCTBa OCHOBaHbI Ha KJIMHUYECKMX Cly4Yasix U npuMepax.

IIpunoxkenne II2 CrenmeHb M rpagauuMyu OOKa3aTeJIbHOCTU

PE€KOMEHIAII NN

CreneHb Mpagaums

A JokaszaTtenbctBo I ypOBHA MAW YCTOMYMBbIE MHOrOYMCNEHHble AaHHble 11,
III nnu IV ypoBHS AOKa3aTeNbHOCTH

B JokazatenbctBa II, III wnu IV ypoBHA, cuuTarowmecs B LESIOM
YCTONUMBBIMU AAHHBIMU

C Jokasatenbctsa II, III, IV ypoBHS, HO f@aHHblE B LIeJIOM HEYCTONYMBbIE

D Cnabble nnn HecucrtemaTnyeckne smMNnpuUYeckKme AokasaTesnbCTBa

ITopsimoK OOHOBIEHUS KIMHUYECKUX PeKOMeHJaIlMIi.

MexaHn3M OOHOBJIEHUA KJIMHNYECKUX pekoMeHaaLnin
IpeaycCMaTpUBaAEeT UX CUCTEMATUYECKYI0 aKTyaIu3aluilo — He peske
yeM OJIMH pa3 B TPU roja Uy IIpy NOSIBJIEHUM HOBOI MHGbOpMAaLK O
TaKTHKe BeIeHUs IalleHTOB C JaHHbIM 3abojeBaHueM. PerieHnne 06
obHOBjeHUM mnpuHMMaer M3 P® Ha ocHOBe IIpenJIOKeHWU,
IpeacTaBIeHHBIX MeIULIMHCKUMMU HEKOMMepUYeCKUMMU
npodeccruoHaIbHbBIMU OpraHM3alsIMMN. CdopmupoBaHHbIE
TpenJjiosKeHus OO/IKHbBI YUMUTHIBATDH Pe3Yy/IbTaThl KOMILJIEKCHOM OLI€HKU
JIeKapCTBEHHBIX IIperapaTtoB, MeIULIVMHCKMX WU3Ie/uii, a TaKxke
pe3yabTaThl KIMHUYECKOI alTpodalum.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

Her.



IIpunoxeuue b. AIropmMTMBbI

BeACHMUS IIalIMEHTa

IIpano:xkenHe b. ANropATMEI BeIeHHA NANHEHTA

ArTHdHOPHHOIHTHISCKAA TepanHd, HeceTHdHIecKas

renmoctarudeckaq Tepamsd, 31 T (npr Menopparsms)

HET

EcTe oTBET Ha
TEDANHID T

!

[TpomomxnTe vWE

Tepanma xounerrpatamu FVIII
+ ¥ WE/FVIIL, cogepammm

TEpaTTHID

Ja
Tazenoe KrpEEa
eCcEQe TedeHHe! 3

IpodmrakTHHec

KOS JIETeHHE

HET

b

Tepammua mo TpeboBaHHED

+/- aHTHOEOPHHOTATHICCKAS

NpenapaTsl

Anroputm BeaeHMUs MamnMeHTa ¢ 6o1e3HbI0 Buyuieopanga




Maupent ﬁ
€ NOAC3pEHUEN

Ha BonesHe
Bunnebpanga

| S

NuarkocTura

Mpopom«exne
[MArHOCTHYSCKOMD
TIOHCKA B paMKax

IPYTIX BOSMONHGIX

Ivarsos nogTeepwaeH?

3300neBaHmit
3aMecTuTensHaA
Tepanua
KﬂHF\\EHTPaTaMM
AINFIX
MpodmnarTudeckmit Oa 5 . SamecTiTensman
XM onee 4 anuacgos
3AMECTUTENEHOR KpOBOTEUBHMI B roa? Tefﬂ;l:;ggefj;‘rf
Tepanu p
WV T/repanua _ Lunanmiseckoe
npenaparamu EcTs nHmBHTOR £ KabnoaeRne/KopPerLMA PEXMME 1
LyHTMpYtoLero FVIINFIX? 103 BEE/IEHNA KOHUEHTPATOR
';‘emj;'rgm ) FVIINFIX, Tepanua conyTcTeyiowei
naTonomu

Mpogomsuts MAT/
TEPaMNUA Npenaparamui

EcTs oTBET Ha Tepanuo
uepes 6-12 mecAyes?

CMEHa WYHTHDYHOLIET0
npenapata/ssicome
10361 KOHLIBHTDATOS

FVIIFIX 1o thakTy

WyHTUpYloLero
AeucTeua KDOBOTEEHMA
OocturHyta ummyHHan
TONEPaHTHOCTE?
Mpodmnaktuka Tepanua npenapatamu
KOHUEHTpaTaMK LyHTHPYIOWero
IIER\IIII{;FIX nencTeuA
—
LlucnaHcepHoe
HabnioaeHue




ITpunoskenue B. Undopmanmsa niasa
IanieHToOB

LIeHTpBI 110 JIeUeHUIO Mal[eHTOB C bB:

®I'bY <«HMMUI, remartonorum» MwuH3gpaBa Poccum, otmen
Koarysionatuii. HoBbiii 3bIKOBCKMIA Ipoe3, a. 4, T. MockBa, 125167.
Ten +7 (495) 612 29 12.

I'bY3 Mopososckasg II'Kb [13M, r. MockBa, remaTojiormyeckoe
oTneneHue. 4-oiii [IoOOpPbIHMHCKMUIL T1€p., O. 1/9, . MockBa, 119049.
Ten. +7 (499) 236 15 87.

T'oponckoit meHTp 1o jeueHnuio remodwmimu CII6. I'BY3 «[opoackas
nonukauHuKa N2 37». TopoxoBas yi., . 6, r. Caukr-IleTepOypr,
191186. Ten. +7 (812) 31548 71.

HUU remaTtonoruu u tTpaHcdysuonorun. 2-ast Copetckas yi., 1. 16,
r. CaukT-IleTepOypr, 191186. Ten. +7 (812) 274 56 50.

®I'bBY  Kuposckuii HAYYHO-MCCIeI0BaTEeIbCKUM MHCTUTYT
reMaToJIOTu U TepennuBaHusa KpoBu. KpacHoapmeriickas yi., o. 72,
r. Kupos, 610027. Ten. +7 (8332) 67 9197

Anraiickuit dunuan OI'BY «HMMUIL remartonorum» MuH3ApaBa
Poccun. KpaeBoit LieHTp I1aToOJOrMu remocTtasa. JIamnmaeBCcKoro yi.,
n. 1, r. BapHayn, 656024. Ten. +7 (3852) 68 98 80.

ITPOTOKOJI

reMOCTaTUYECKOl Tepanuy KOHIeHTpaTtamu (GaKkTopoB

CBepTbIBaHUSI KPOBMU 3a 200 ropa

®.1.0. 00JILHOTO

Bec (Kr)
HaTa poxxaeHus Ten. JIuarHos
Ne HdaTta n XapakTtep HdaTta 7] HanmeHoBaHue M.E. KnnHnyeckn
n\n Bpems obocTpeHus Bpems npenapaTta dakTopa 3 dekT (BpE
obocTpeHus BBEAeHMS HaCTynneHus

KOHLUeHTpaTa ynyJweHns
ero
nposiBNeHuns
yMeHbL.60n1
obbema
KpoBOU3NUst
v ap.)

01.01.01 remMapTpos 01.01.01 500 15.45
npas. 15.00 yMeHbLUEeHne
JIOKTEBOIro 6onun
cycrtasa




PacueT 10351 KOHILIEHTpaTa, HeOOXOAMMOIA IJIs1 BBEIeHMS :
Octpoie remapTpo3bl: 1 cycras - 20 ME\Kr macchl Tena

2 u 6onee cycTaBoB - 30 M.e.\KT' MaccChbl
Tea

['emaTOMBI HeOObIINX pasMepoB: 20 ME KT MacCChbI
Tesla

3a6proniHHbIe remaToMbl: 40 ME\KT macchl Tena
[Tognuce yeyaiero Bpaya

[Topmuch nmamyeHTa

BHVUMAHUE!

BBOOUTH KOHLIEHTPAThI (PAKTOPOB CBEPTHIBAHMS
KPOBM HEOOXOIMMO B CAMOM Hauajie KpOBOM3JIUSIHMS !

Onsg  KOHCyabTauMit  3BOHUTHL MO  TeJl.
(KpYyIZI0CYTOYHO)

ITamsaTka 4J1s1 NaliMeHTOB

VY maumeHTOB ¢ 607€e3HbI0 Biie6panga (bB) ObIBalOT BHYTPEHHME U
HapyKHbI€ KPOBOTeUeHMsI. MHOIOUMC/IeHHbIe KPOBOTEUEHMSI B OHOM
M TOM K€ CYCTaBe MOTYT IIPUBECTM K €ro MOBPEKAEHMIO U O0JIeBbIM
omyieHusM. [ToBTOpsIoNIecs KPOBOTEUEHMSI MOTYT BbI3BAaTh JIPyTie
3ab0eBaHMs, TaKue, KaK apTPUT, IIPY KOTOPOM 3aTPYIHSIETCS X0abba
VIV BBITIOJIHEHME APYTUX IIPOCTHIX IeiCTBUIA.

BHyTpucycraBHble, BHYTPUMBIIIIEUHbIE KPOBOTEUEHMS] HPOUCXOIST
yale BCero B yKa3aHHbBIX 30HaX.

Kaxk neuart naiyeHToB ¢ bB?

B HacTosiee Bpems neueHne BB BecbMma addexTuBHO. Hemocrawiue
dakTopsl cBepThiBaHMsI KpoBu VIII 1 dakTop BunnebpaHma BBOIUTCS
myTeM MHbeKUMM. Korga mocraTouHblii 06beM ¢GakTopa CBepThIBAHUS
KPOBM  [OCTUraeT  [OBPEXIEHHOro  MecCTa, KPOBOTEeYEeHNe
IpeKpalraeTcs.



JleunTe KpoBOTeueHMe ObICTPO!

HesamemiuTrenbHOEe JieueHMEe IIOMOXKET YMEHBIIUThL 00b U
TIOBPEXIEHME CYCTaBOB, MBIIII] M OpraHoB. IIpy He3aMedIUTeIbHOM
JleYeHUM [Ji1 OCTAaHOBKM KpOBOTEUYEHMSI IIOHAZOOUTCS MeHbllle
(dakTopa cBepThIBAHMS KPOBM.

Ecnu comHeBaeTechr — seunrte!

Eciun Bam kaxketcs, uto y Bac Hadasocb KpOBOTeUeHMeE, JIEUUTE €ro
Ila’ke B TOM CJydyae, Korga Bel B 3TOM He yBepeHbl. HUKOTrIa He XauTe,
1oKa CyCcTaB BOCITAJIMTCS, OITyXHET U cTaHeT 6oseTb. He mymaiite o
TOM, UTO JIeueH}e MOXKET ObITh «HaIlpaCHbIM».

PanukanbHOro cpencra oT BB moka HeT, HO MPY JIeUeHUM MMalyeHThI
MOTYT BECTM 300POBbIi 00pa3 sKU3HN.

be3 neueHus: maiuyeHTaM C Tskenoi dopmoit u 3 TunoMm BB Mosket
OBITH TPYAHO PETYISIPHO XOIUTh B IIKOJY MM Ha padboTy. OHU MOTYT
cTaTb (GU3MUECKM HEMOJHOLIEHHbBIMM, Y HUX MOTYT BO3HMKAaTh
Mpo06eMbl TIpU XOAbOE MIM APYTMX IPOCTHIX NEMCTBUSX, MO0 OHU
MOTYT YMepeTh B paHHEM BO3pacTe.

Korma cienyet ripuberaTh K 1e4eHUI0?
JleueHue TpebyeTcs B CJIeAYIOUMX CTyYasixX:

e [PV BHYTPUCYCTAaBHOM KPOBOTEUEHUM;

* TPV BHYTPUMBIIIEUYHOM KPOBOTE€UEHMM, OCOOEHHO B 06JIaCTU PYK U
HOT;

e IIpU paHEHMSIX IlIey, pTa, I3bIKa, JIUIA UK [71a3;

* IIpU CWJIbHBIX YIIMOAaX roJIOBBI ¥ HEOOBIUHOI I'OJIOBHO 60/ ;

* IIpY OOMJIbHBIX MUJIU ITOCTOSTHHBIX KPOBOTEUEHMSIX B JTIOOOM MecTe;

* IIpU CUJIBHO¥ 6OJIM MM OTTyXaHUM JII0OOOTO MeCTa;

e IIpM JIIOOBIX OTKPBITHIX PaHaX, KOTOpbIe TpebyeTcs 3allBaTh;

e [10CJIe JTI0O0r0 HeCYACTHOTO CJIyvasi, B pe3ybTaTe KOTOPOrO MOXKET
BO3HMKHYTb KPOBOTEUEHME.

JleueHnne TpebyeTcs mepen;:

* XUPYPruuyeckoil onepauyein, BKIK0UYas CTOMaTOJIOTMYeCKYIO;
® NeiCTBUSIMMU, KOTOPbIe MOTYT BbI3BaTh KPOBOTEUEHNE.

Korma yneueHne, BO3MOJXHO, He Tpe6yeTCH?



VY nmeteit ¢ BB, yacTo GbIBAIOT HEOOJIbIINME CCAIVHbI, HO OOBIUYHO OHU HE
oracHbl. OTHAKO CCaaMHbI Ha TOJIOBE MOTYT MMeEThb 0ojiee TsDKeJlble
MOCIeACTBYS, ITO3TOMY UX OO/IKHBI OCMOTPETh MeAcecTpa Ui Bpay —
CIeaJmncTel B obmacty BB.

Hebonbiie mope3bl M IjapalyHbl OyIYyT KPOBOTOUMUTDH CTOJIBKO >Ke
BpeMeHH, CKOJIbKO Y 3T0POBOro ueoBeKa. OObIYHO OHM He OIaCHBI.

['ybokue mopesbl yacTo (HO He Bcerpma) OyayT KpOBOTOUMTH JOJbIie
06bpruHOr0. Kak mpaBuio, KpOBOTe€UEHME MOKHO OCTAaHOBUTH, 3aKaB

paHy.

HocoBoe KpoBoTeueHMe OOBIUYHO MOKHO OCTAHOBUTb, €C/IM Ha IISITh
MMHYT 3aXaTb HOC. IIpM CHMIBHOM [JIMTEJIBHOM KpPOBOTEUEHUM
cjiemyeT o6paTUTBCS K Bpady.

YTto genath, eC/ii Ha4aJioCh KPOBOTeUeHue?

BB — 2To 3abo/ieBaHMe Ha BCIO KM3Hb, M B HACTOSIIEe BpeMsl ero
MU3JIeYUTh TI0Ka HEeBO3MOXXHO. OIHAKO Terepb, KOT4a pPa3BUBAETCS
cucTeMa BCECTOPOHHEeNM IOMOIIM TManyeHTaM ¢ bB ¥ BO3MOXKHO
obecrieueHye IMpernapaTamy, COAepsKalllMMy He#oCTalollue IIpu
naHHOM 3a6osieBaHUM (HAKTOPbI CBEPThIBAHMSI KPOBU, IJIs ITAllI€HTOB
¢ bB oTKkpbiBaeTcsi BO3MOXHOCTb [akKe TIPU TSKEJIOM CTereHu
3a60/1eBaHMS CAEPKMBATh KPOBOTOUMBOCTbD.

Korma HeoOxoyMO HeMeIJIEHHO 00paliaThCsl K Bpauy?

e [locne ymapa B TOJOBY WM JPYTMX TPaBM TOJIOBbI, MJIM KOTHA
HEIIOHSITHbI TMPUUMHBI MPOAO/IKUTEIbHOM TOJIOBHOI O00aM WUIn
TOIIHOTBI I PBOTHI.

e VIHTEHCMBHOE KpPOBOTEUeHMe, KOTOpPOe HEBO3MOXHO OCTaHOBUTh
0e3 crienuasbHO ITOMOIIM WMIM KOTOpOe BO300OHOBJSIETCS Oaxke
I10C/Ie OKa3aHMs IepBOoi IIOMOIIIN.

e Korpga nosisiisieTcss KpOBb B MOY€ UJIM Kasie.

e Korga HeMOHSITHbI MPUYMHBI O0JIM B JKUBOTE.

e Korma KpoBoTeueHMe Uau 60/ib BO3HMKAIOT B 00/1aCTH IIeN.

Kakye KpoBOTeueHMs SIBJISIIOTCSI CEPbe3HBIMM MJIM CO3OAKT YIpo3y
SKU3HU?

OCHOBHOJ IIPUYMHOM CMepTHOCTM mpu BB, ocobeHHO y meTeii,
SIBJIIIOTCSI KPOBOM3/IMSIHUS B TOJIOBHOJ MO3I' (OOBIYHO B pe3y/IbTaTe
TpaBMbl). JDTU KPOBOMU3JIMUSHUS MOIYT BbI3BAaTb TOJIOBHYIO 00Jb,



TOIIHOTY, PBOTY, BSUIOCTh, IIOTEPI0 OpMEHTAlUM U TOUYHOCTHU
IOBUKEHUI, CJ1ab0CTh, CYOOPOrH, IIOTEPIO0 CO3HAHMSI.

KpoBom3nusHuss B TOpPJIO MOTYT OBITh BBI3BAHBI MHQEKIMEN,
paHeHMeM, MHBEKIUSIMU MPU JeUeHUU 3YOOB MU XUPYPrUUeCKUM
BMellaTeJIbCTBOM. KpOoBOU3MMAHMS B TOPJIO BbI3BIBAKOT OIlyXaHMe,
3aTpyoHEHMe [VIOTaHUS U IbIXaHUSI.

I[pyme KPOBOM3JIUAHMUA — B IJila3d, ITO3BOHOYHMK U ITOACHMYHYIO
MBbIIIIY — MOIYT OBITb OYEHb Cepbe3HbIMU, HO OOBIYHO He YI'POXKAIOT
JKU3HN.

YTo Takoe MHIMOUTOPHI?

WNuruburtopel — 3TO0 aHTUTena (Oenku), BbIpabaThIBaeMble
OpraHM3MoOM [jII  TOrO, UTOObI 130aBUTHCS OT  BeIlECTB,
TIPeICTAB/ISIONIVXCS €My «MHOPOLHBIMIA».

B kpoBu mamueHTta ¢ BB Moryr BbIpabaThIBAaTbCS MHTUOUTOPHI,
cTpeMsIuecs K YHUUYTOXEHMIO MHOPOIHOrO Oenaka B JieueOHOM
npenapare. Eciy MHTMOMUTOPHI CUIbHEe, JiedueHMe B OOBIYHOM 00beMe
MOKET OKa3aThCsI MaT03(P(PeKTUBHBIM.

WHTMOUTOpPBl BCTPEYaloTCs AOCTAaTOYHO penko. Yaiie Bcero ux
00HaApYKMBAIOT y MAIIMEHTOB C TsKesoi opmoii BB.

[IpoBepsiiiTe HaaMuue WMHIMOUTOPOB Iiepe[n oOllepaiueii, BKIIOYas
CTOMATOJIOTUYECKYIO.

[I10chl JOMAIIIHET o JIeYeHMs

IloMalllHee JjileyeHMe — 3TO IlepejMBaHMe KOHIleHTpaTa ¢akTopa
CBepThIBaHMS BHE OOJbHMIIBI. Bce 3ammcu o JieueHUM Cieayer
COXPaHATh — BeOy THEBHUK TPaHCQY3Uii.

HomalliHee jieyeHMe — 5TO He TOJbKO O0JIbIIIasl OTBETCTBEHHOCTD 3a
rmepejamnBaHme, HO M YyMeHME Je/IaTb CaMOMY — Be€b Thbl CaM JIEUUIIb
CBOM KpOBOTE€UYEeHMI.

[TarmeHT ¢ BB 1 4jeHbl ero cemMby pasgeisilOT OTBETCTBEHHOCTb 3a
3J0pOBbE MalMeHTa ¢ MeAUIIMHCKMMM paboTHMKaMM. IloroBopure c
remMaToJIOTOM IIpeXae, UeM HauHeTe JoMalllHee jieueHue. ['emMaTosior
pPa3bsICHUT IIpaBMja [dOMAaIHEro JieueHMus, HayuuT IIPaBUJIbHO
ompenensTb OO03bl KOHIIEHTpaTa [JisI aAeKBaTHOW  Tepanuu
KpPOBOTEUEeHMsI, MeJicecTpa MOMOXeT OBJaJleTh MEeTOAOM [OCTyIa K



BeHe U OObSICHUT TeXHUKY TepenuBaHus. XKenaTeabHO, YTOOBI B CEMbe
nmanueHTa ¢ BB ObUIO [Ba UYeJiOBeKa, BJIAAEIONIMX TEXHUKOMI
riepeiuBaHMsI (Bbl ¥ KTO-TO U3 GIU3KUX).

KTo MOXeT HaxoOMUTHCS Ha JOMAIIHEM JIedeHUM? ITO JIIOAU C TSHKeJIon
dbopmoir 6onesun Bumnebpanga. CiemyeT OTMETUTh, UTO JOMAalllHee
JleueH1e He 3aMeHseT KJIMHUUYECKOrO.

[IpeumylecTBa JOMAIIHErO JIEUEHMUS :

e JleyeHye KPOBOTEUEHMSI HAUMHAETCSI OBICTPO, TO €CTh COXPAHSIIOTCS
CYCTaBbI, 3TO 3aJI0T He IIPEBPATUTHCSI B MHBAIMIA.

e Pexxe e30UTb B OOIbHUILY.

e Ecmm GBICTPO OCTAHOBUTHh KPOBOTEUEHME B ITOPAKEHHBIX CyCTaBaX-
MMIIEHSX, TO He IPUIETCS TepreThb 00JIb.

e He Hy>XHBI 06€3060/MBatOIIINE.

e HeT npormycka 3aHSITUI1 B IIIKOJIe MJIM BbIXOZa Ha paboTy.

e VBenmuuBaeTcs Gu3ndeckas U colyaabHas aKTUBHOCTbD.

e CTaHOBUTECHh HE3aBVUCUMbBIM.

OcHoOBHBbI€ ITpaBuJia AJj1 nauueHToB ¢ bB:

1. [IsT OCTAaHOBKM KpOBOTEUEHMUIT HeoOXOmuMMO cpa3y IPUMEHSTb
3 dexkTUBHBIE [03bl MpemnapaTroB. Tepanus HeIOCTaTOUHbIMU
I03aMM He TMO3BOJUT OCTAaHOBUTH KpPOBOTEUeHMe, IpUBeNeT K
1oTepe BpeMeHM, HapaCcTaHMI0 reMOopparMyeckoro CUHIApPOMa U
Heo60CHOBAaHHOMY PacXO[ly OPOTrOCTOSIIMX ITperapaToB.

2.Ilpy mpoBegeHMM [OMAaIlIHErO JieUeHMUSI BBIOOp IIperaparta
MaLeHTOM [O/DKEH OCHOBBIBATBHCS HAa PEKOMEHAALMSIX Jieyalllero
Bpaya M ObITb OOOCHOBAHHBIM B COOTBETCTBUM C KIMHUYECKOI
CUTyaLUein.

3. TeMocTraTMueckyio Tepanuio crenudpuueckuM IperapaTamu
(KOHIleHTpaTaMu (PaKTOPOB CBEPTHIBAHMSI KPOBM) HEOOXOIMMO
HAYMHATh KaK MOKHO paHblle (B MaKCMMaJIbHO CKaTble CPOKM
HAaCTOJIBKO HACKOJIBKO 3TO BO3MOXHO, JKeJaTeJbHO B TeUueHMe
MepBbIX 2-X YaCOB MOC/Ie IIOAyYeHMsI TPaBMbl MM IIOSBJIEHUS
IepPBbIX  CYOBEKTMBHBIX  WJIM  OOBEKTUBHBIX  IIPU3HAKOB
KPOBOM3/IMSHNSI/KPOBOTEUEHMS), II09TOMY OCHOBAHMEM  IJIS
Havayia Teparnyuy MOTYT ObITh CYObeKTMBHbIE OIIYIIEHMS IallieHTa
i ¢dakT TpaBMbl. HeobxXxogyMO CTPeMUTHCSI OCTaHOBUTH
KPOBOTE€UEHME WM KPOBOM3JIUSIHME IO PasBUTUSI 3HAUMMBIX
KIMHUYECKUX MposiBAeHuit. Ilpu Hamuuuy TpaBMbl MaIME€HT
IO/KeH ObITh OCMOTPEH TeMaTOIOTOM B 00s13aTe/TbHOM MOPSIIKeE.



4. JleueHre JIeTKUX U CPpegHUX KPOBOTEUEHUI1 OO/IKHO MPOBOAUTHCS
Ha JOMY IAlMEeHTOM WU ero POACTBEHHUKAMU B COOTBETCTBUM C
pekoMeHImauusIMu  remarosiora. Ilpy  pasBUTUM  TSIKEIOro
KPOBOTEUEeHMsI Tepanusl JO/KHA ObITh HauaTa KakK MOKHO paHbIlle
(Ha [omy) U TMpomo/bkeHa TMon HabaogeHMeM TremaTosiora
CTaLIMOHAPHO MM aMOyIaTOPHO.

5. [TammeHTbl He MOJKHBI MCIIOJIb30BaTh IIpernapaThl, Hapyllawollye
GyHKIMIO TpPOMOOLIMTOB I YrHeTaloliie CBepTbiBaHME KPOBH,
0COOEHHO aleTUICAIUMLIMIOBYI0O Kucoiory u np. HIIBIT (3a
UCKIIOYeHreM HeKOoTopbIix 11OI-2).

6. Ciemyer wm30eratb BHYTPUMBIIIEUHBIX MHBEKLUMIA ¥ DYHKIUU
apTepui.

7. CnemyeT  IIOOWIPSTH  PEryasSpHbIe  3aHITUS  QU3NIECKUMMU
VIIpOXKHEHUSIMM, CIIOCOOCTBYIOIIMMM pPa3BUTUIO MYCKYJIATyphl,
3alllUTe CYCTaBOB M VIYUIIeHMUIO (U3MUECKOTO COCTOSTHUS
(Harmpumep, ieuebHasi TMMHACTUKA, TIJIaBaHMe, TEPPEHKYP).

8. ITauyMeHThl OO/DKHBI M30eraTh CUTyaLiMii, CBSI3aHHBIX C BBICOKUM
PUCKOM TpaBM, B TOM UMCIe 3aHATUSI KOHTAKTHBIMU BUIaMU
eIMHOOOPCTB, UTP C TSDKEJIbIM MSIUOM, 3aHSITMII Ha CIIOPTUBHBIX
cHapsigax, u T.7.



IIpunoskenue I.

IIpunoxeumue I'l

JlabopaTopHbIe KpUTEepUM TUIIOB 00JIe3HM Buieopanga

WccneposaHne | Tun 6one3nn BunnebpaHaa
1 2A 2B 2M 2N 3
KonunuecTtso N N /N N N N
TpoMbounToB
Bpems /N N
CcBepTbIBaHMA
AYTB /N /N /N /N /N /N
FVIII:C /N “ /N “ /N =/ - < 10%
N
VvWF:RCo N < 20% B - N/ < 5%
VvWF:Ag - /N /N —/ N/ < 5%
N
vWF:CB “ /N T - =/ N/ < 5%
N
OTHOLEHNE > 0,7 <0,7 <0,7 N/ > 0,7 BapuabenbHo
vVWF:RCo /
VvWF:Ag
RIPA /N /N npu Hu3konm | ~ / N OTcyTcTBYET
KOHLUEHTpauuu N
MynbTuMepbl N/ OTcyTcTBUME Abs N N OTcyTcTBYET
vWF BbICOKOMOJIEKY - BbICOKOMOJ1EKY -
NAPHbIX NAPHbIX
MYNbTUMEpPOB MYNbTUMEPOB

IIpunoxeuue I'2

IlIkasna OIeHKM KPOBOTOUMBOCTM (HAa OCHOBE IIKAJbl OLIEHKU
KpoBoTounBocTu ISTH/SSC)

Oata “ 7 20 T



ono

Bospacrt Jet

Juarso3s

AHTHarperaHTHasi/aHTUKOATY/ISTHTHAS
Tepanms

N@ CuMnTOoM

1 HocoBoe kpoBoTeueHne

HeT/
peako

e >5 pas/rog
n/vnm
e XO0T9 6bl 1 wu3

3MM3040B AonbLie

10 MUHYT

2 KOXHbIV remopparm4yeckmin CMHAPOM

HeT/
peako

e OJHOBpPEMEHHOEe
Hannuune =5
3KXMMO30B
pasMepoMm 6onee

lcm

e BCerja cBd3aHbl C

TpaBMoOM

3 KpoBoTeueHne npu nopesax, NIerkux TpaBMax

HeT/
peako

e >5Brog nam

e NIUTENbHOCTbIO

6onee 15 MuWHYT

nnn

e OTCpO4YeHO

BO3HMKAKT yepes
7-10 pgHen nocne

TpaBMbl

obp
Bpa




MbliWweYyHble reMaToMbl HeT nocTTpaBMaTMyeckue,
He Tpebyowme °
NleyeHuns
L]
KpoBoTeueHue 13 CIM3UCTbIX MOOCTU pTa HeT 6biBaeT 06p
Bpa
XenynouHo-kuweyHoe KpoBoTeUYeHne HeT obp
Bpa
[emaTypusa HeT He =2 3Mu30408B, obp
obcnenosaHue He Bpa

nposoannocCb




Bpayva unam
e CMeHa NpoKnagKu
yaule, yem
Kaxable 2 vaca
nnm
e BblaeneHus 6onee

7-10 gHen

8 YnaneHue 3y6a HeT cny4yanocb <25% cny
BCEX CNy4aesB, He BCe
TpeboBano Tepanumn Tpe
Tep
9 Onepauus HeT cny4yanocb <25% cny
BCEX CNy4yaesB, He BCe
TpeboBasno Tepanum Tpe
Tep

10 MeHopparum HeT/
penko e KOHCy/nbTaums o




11 MocnepoaoBoe KpoBoTEYEHUE HeT/ Heo
He e TpebyeTca Heo
6bl10 ava
poaos Ha3HayeHue OCM

OKCUTOLUMHA Unu
e noxun 6Gonee 6
Hepenb
12 [emapTpo3bl HeT rnocTTpaBMaTuyeckume, cro
He Tpebytowme Tpe
neyeHuns ney
13 Kposousnusanua LLHC HeT
14 [pyrve KpoBoTeyeHUs HeT/ ecTb KOH
(kakne?) peako Bpa




