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Kaace 5 — HUMCIOIIHUECA JaHHBIC UJIU 06]]_[66 MHCHUEC CBUACTCIBCTBYCT O TOM, YTO JICUCHUEC

Henose3H0/He3(hPEeKTUBHO U B HEKOTOPBIX CITy4asiX MOXKET ObITh BPEIHBIM.

Yposenwv yoeoumenvrocmu pexomenoayui:

A

BricokokauecTBeHHBIM MeTa-aHaIu3, cucteMaruiyeckuii 063op PKU unu kpymHoe
PKU ¢ oueHb HU3KOH BEPOSATHOCTHIO (++) CUCTEMAaTHYCCKOW OMIMOKH PEe3yJbTaThl
KOTOPBIX MOTYT OBITh PACpPOCTPaHEHBI HA COOTBETCTBYIOLIYIO MOMYJISIIHIO.

BricokokaduecTBeHHBIN  (++) cucTeMarwueckwii  0030p  KOTOPTHBIX — WIIH
MCCJIEIOBAHUM CITy4al-KOHTPOJIb WJIM BBICOKOKAYECTBEHHOE (++) KOTOPTHOE WU
WCCIICIOBAaHUI CIy4al-KOHTPOJIb C OYEHb HU3KHUM PHUCKOM CHCTEMATHYECKOU
ommbOku wim PKU ¢ HeBbicOkMM (+) pHCKOM CHCTEMAaTHYECKOH OIINOKH,
pe3yibTaThl KOTOPBIX MOTYT OBITh paclpOCTPaHEHbl HA COOTBETCTBYIOIIYIO
MOMYJIALHUIO.

KoroprHoe wnm wucciemoBaHWe —CIIy4ail-KOHTPOJIb WM KOHTPOIHPYEMOE
ycciieioBaHue 0e3 pPaHJOMM3allMd C HEBBICOKHMM DPHCKOM CHCTEMaTHYeCKON
omuoKH (+).

Pesynprarel KOTOPHIX MOTYT OBITH pPACIPOCTPAHEHBI HA COOTBETCTBYIOIILYIO
nomynsauuio ua PKU ¢ oueHb HU3KUM WIIM HEBBICOKHM PUCKOM CHCTEMAaTHYECKON
omuoOKu (+++ wmiu+), pe3yapTarbl KOTOPBIX HE MOTYT OBITh HENOCPEICTBEHHO
pacnpoCTpaHeHbl Ha COOTBETCTBYIOLIYO MOMYJISIHIO.

Omnncanue cepuy CIy4aeB WIM HEKOHTPOIMPYEMOE HCCIICOBAHWE WIM MHEHHE
SKCIEPTOB.

IIkana oueHKH ypoBHel 10cTOBepHOCTH AoKka3aTenabeTs (Y1) nis meronos
JAMATHOCTHKH (AMArHOCTHYECKHX BMEIIATEIbCTB)

YA Pacuin¢pposka
Cucremaruueckue 0030pbl UCCIEAOBAHUI C KOHTpPOJIEM pedepeHCHBIM METOA0M HWIN
1 cUCTeMaTH4YecKHuil 0030p paHAOMHU3UPOBAHHBIX KJIMHUYECKUX HCCIEAOBAaHUM C
IIPUMEHEHUEM METa-aHaan3a
OTtpnenbHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEPEeHCHBIM METOJAOM WU OTHAEIbHbIE
5 PaHAOMU3HMPOBAHHbIE KJIMHUYECKUE MCCIEAOBaHUA U CHCTEMaTH4YecKHe 0030pbl
HCCIJIEIOBAaHUM JTH000Tr0 Ju3aiiHa, 3a UCKIIOYEHHEM PaH/IOMU3UPOBAHHBIX KIMHUYECKUX
MCCJIEIOBaHMM, C IPUMEHEHUEM METa-aHalIn3a
HccnenoBanuss 06e3 MocCie0BaTENbHOTO KOHTPOJS pePEepeHCHBIM METOAO0M WU
3 UCCIIEIOBaHUSL C pePEepeHCHBIM METOJIOM, HE€ SBJSIOIIMMCS HE3aBUCHUMBIM OT
HCCIIEYEMOT0 METOJa WM HEPaHIOMU3MPOBAaHHBIE CPAaBHUTEIbHBIE MCCIIECOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIEA0BAHNS
4 HecpaBHuTenpHbIe HCCIEI0BAHNS, OTUCAHNE KIMHUYECKOTO CIydast
5 Nmeercs numbs 060CHOBaHNE MEXaHU3Ma JIEHCTBHSI 1M MHEHHE KCIIEPTOB

2. Ocnoenasn wacmo.




1) Beenenne

Ccriika PEAEPAJIBHBIE KIIMHUYECKHUE PEKOMEHIOAIIMHM mo fuarHOCTHUKE W JEYESHHUIO

nereii ¢ remodmnen A, remodunueii B u Oosesnpio Buiniebpanna v gerei

VWD Guidelines_Management Summary Russian_Nov 2023.pdf.

ttps://npngo.ru/uploads/media_document/287/847cfffc-3420-4475-93ee-
b1832519bb46.pdf?ysclid=m7vg0yhf66836310841

von Willebrand disease - Wikipedia

von Willebrand disease: A guide for the internist | Cleveland Clinic Journal of Medicine

von Willebrand disease (VWD): evidence-based diagnosis and management guidelines, the
National Heart, Lung, and Blood Institute (NHLBI) Expert Panel report (USA)1 - NICHOLS - 2008 -
Haemophilia - Wiley Online Library.

von Willebrand Disease

https://npngo.ru/uploads/media

von Willebrand disease (VWD): evidence-based diagnosis and management quidelines, the
National Heart, Lung, and Blood Institute (NHLBI) Expert Panel report (USA)?!

bonesnr Bwinebpanna (bB) - nHambonee pacmpocTpaHeHHas —HacJeICTBEHHAs
KoaryJjomnaTtusi, 00yCJIOBICHHAs] CHMKEHHUEM KOJMYeCTBa WIIM HapylleHueM (QyHKIuH (axTopa
Bwinebpanna (VWF).

BB — ¢enotunuyecku rereporeHHas KOaryjonaTHsi ¢ ayTOCOMHO-PELECCUBHBIM WIIH
ayTOCOMHO-IOMMHAaHTHBIM THIIOM HAacJeIOBaHUsA. Brpicokas BapuaOEnbHOCTh HE TOJIBKO
KJIMHUYECKHUX MPOSBICHUNA CO 3HAYUTEIHHBIM KOJIMYECTBOM JIETKUX U MaJIOCHMIITOMHBIX (OPM,
HO u JsaboparopHbix mnokazateneit (FVIII, RIPA, vWF, vWF:Ag, vWF:CB) npu BbB
oOycrnoBieHa reHeTnueckumMu MytauusiMu B reHe VWFE. Ilockonbky mpupona reHeTHYecKHx
nedexkToB  pa3HOOOpa3Ha, 3a0ojeBaHME  XapakTepU3yeTcss  LIMPOKUM  KIMHUYECKUM
MOJIMMOP(HU3MOM.

CymectByeT psa (akTopoB, BIUSAIOMIKX Ha TeueHue bB, cpean KOTOpBIX BBIIEISIOT:
- BHyTPEHHHUE - TeHEeTHYecKue MyTauuu B reHe vWE;
- BHENIHWE-TPyNNa KpPOBH TAaIMEHTa, CTpecc, (U3NYECKHe Harpy3ku, OEepeMEHHOCTb,
BOCIIaJICHUE.

BB Bcrpeuaercs y 0,5-1% HaceneHus, pacrnpOCTpPaHEHHOCTbh KIMHUYECKH 3HAYMMBIX
dopm BB — 1—2 na 10 000 genosek; bB 3 tumna Bcrpeuaercs ¢ wactotoii 1:500 000 genoBexk.
[Tpu-6musutensro y 70% nanuentoB ¢ bB 3a0oneBanue nMeeT Jerkoe KIMHAYECKOe TeUeHue, y
OCTAJIbHBIX HAOIIOJAIOTCS CPEIHETSDKENbIE WM TSDKENbIe KIIMHUYECKHE TPOSBICHHUS TeMoppa-

TUYECKOTo cuHapoMa [1].
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https://library.mededtech.ru/rest/documents/16%20Koagulopatii_16/
https://library.mededtech.ru/rest/documents/16%20Koagulopatii_16/
file:///C:/Users/User/Downloads/VWD%20Guidelines_Management%20Summary_Russian_Nov%202023.pdf
https://en.wikipedia.org/wiki/Von_Willebrand_disease
https://www.ccjm.org/content/91/2/119
https://onlinelibrary.wiley.com/doi/10.1111/j.1365-2516.2007.01643.x
https://onlinelibrary.wiley.com/doi/10.1111/j.1365-2516.2007.01643.x
https://onlinelibrary.wiley.com/doi/10.1111/j.1365-2516.2007.01643.x
https://www.acgs.uk.com/media/11456/von-willebrand-disease-goodeve-and-james-updated-2017.pdf
https://npngo.ru/uploads/media
https://onlinelibrary.wiley.com/doi/10.1111/j.1365-2516.2007.01643.x#fn1

2) Onpenenenust
AHTHreH (pakTopa Buitedpanaa - nabopaTopHBIM HOKa3aTenb KoJM4YecTBa Oenika (pakropa
Bunnebpanna.
AKTHBHOCTH (pakTOopa Buiiedpanaa - mabopaTopHbIH MOKa3aTellb KOPaKTOPHOW aKTUBHOCTH
dakropa Bunnebpanna.
AHanau3 MyJabTHMepoB akTopa Buanedpanaa - ananus cTpykrypsl ¢axktopa BuneOpanga
METOJIOM 3JIeKTpodopesa.
Boae3sns BuiedOpanaa - HacinencTBeHHbIN AeduUUT Win GyHKIMOHAIbHAS HEJOCTATOYHOCTh
daktopa Bunnebpanna.
BBenenune reMoCcTaTH4eCKOro JeKapcTrBeHHOro cpeacrsa (nanee — JIC) — Bun neuenus, npu
KOTOpPOM BBeJIeHHE KOHIeHTpara ¢akTopa (hakropoB) cBepThiBaHusl KpoBu (nanee — KDCK)
VIII wmn VIII+vWF ocymecTBasioT 1o (akTy BO3HUKHOBEHHUS KPOBOTEUEHHS C LIEJBIO
reMocTasa;
I'emapTpo3 - KPOBOU3IUAHUE B IIOJIOCTh CyCTaBa.
I'eMmaToMa - 3TO OrpaHUYEHHOE CKOIUIEHHE KPOBH IPHU 3aKPBITHIX U OTKPBITHIX MOBPEKACHUAX
OpPraHOB U TKaHEW C pa3pbIBOM COCYJOB, B pe3yJibTaTe 4ero oopaszyercs MOJOCTh, CoJAepKalas
KHJIKYIO WJIM CBEPHYBIIYIOCS KPOBb.
I'emaTypus - HaTM4KE KPOBU B MOYE CBEPX (PU3HOIOTUIECKUX HOPM.
I'emoguaus A - HaciIeCTBEHHBINH Ae@uuuT GakTopa cBepThiBaHus KpoBu VIII
I'emocTaTnyeckasi Tepanus - Tepanus, HAIIPaBJICHHAs HA OCTAHOBKY KPOBOTEUEHHS.
Nmmynnbiii maruduTop — anturena k OCK, Onokupyronme (QpyHKIMOHAIBHYIO aKTHMBHOCTb
®CK mamuenta umu ®CK B coctabe KOCK;
Koarynorpamma - nccienoBaHue cBEpThIBAIOIIEH CUCTEMBI KPOBH.
Koaryjgonatusi — HapylleHUe CBEpTHIBAaHUS KPOBU HACIEACTBEHHOIO WJIM HPHUOOPETEHHOIO
xapakTepa, 00ycloBlieHHOe 1epuuToM (akTopa (PakTOpoB) CBEPTHIBAHHS KPOBH;
K®CK - remocratuueckoe JIC, conepxamee ®CK uam uMX KOMIUIEKC, MPUMEHSEMOE IS
OCTAHOBKHU WJIM METULMHCKOM MPOPUIAKTUKH KPOBOTEUEHU;
Mexnynapoanasi enmauna aktuBHocTH (aasee — ME) ®CK — enuHunma u3MepeHus
aktuBHocTH PCK. 3a ogny ME aktuBroctn ®CK ycnosHo npunsara 100 % akrtuBHocts PCK,
coJiepskanierocst B 1 M HopManbHON JOHOPCKOMW 1i1a3Mbl (My) (cTaOMIN3UPOBAHHON LIUTPATOM
HaTpUs B COOTHOILIEHUU 9:1);
Oana enununa bere3na (mamee — BE/mn (anrm.: Bethesda Unit mwnm BU/ml) — ypoBeHb
coJiepKaHusl MHTMOUTOpa B IUIa3Me€ KPOBU MallMEHTa, KOTOpoe MpUBOAUT K 50 % CHIDKEHUIO

aktuBHOCTH DCK;
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[MpodpunakTnyeckoe BBeaeHne remocrarudeckux JIC — By JieueHus, Ipyu KOTOPOM ITPOBOAAT
perynsapHoe BBeneHue KOCK s nopzepkaHus JOCTaTOYHOTO JUIsl  NPEAOTBpAILEHUS
KpOBOTEUYEHMsI YPOBHsI ocTaTO4HOW KoaryisuuoHHoi aktuBHocth PCK VII u (umm) vWF B
I1a3Me KpOBU MAIUEHTA;

Cunapom BuisiedOpanga — npuoOpereHHass morepss akTuBHOCTH VWF B TOM ciydae, eciu
KJIMHUYECKHE CHUMITOMBI M PEe3yJbTaThl JIAOOPATOPHBIX ONPEICNCHU HE COOTBETCTBYIOT
aHamHe3y 3a00JIeBaHHUS,

Cneunduueckass akTuBHOCTH (nasee — CA) KOCK (4umcrora) — colepKaHUE >KEIaeMOTo
®CK 1o OTHOIIEHHIO K JAPYTUM HPHUCYTCTBYROIMM coctaBistonmm B JIC, ME/mMr o6mero
Oelka;

dakTop CBepPTHIBAHUS KPOBM - O€JOK, coAepXkallluiicsi B IJIa3M€ KPOBU U TpOMOOLMTaxX U
o0ecreunBarOIInii CBEPThIBAHNUE KPOBH.

®aktop Buanedpanaa — KpynmHbIH MyJIBTUMEPHBIA TVIMKOMPOTEUH IUIa3Mbl  KPOBH,
pedepentroe 3Haueane VWF ot 0,5 1o 1,5 ME/mi (50-150 %);

Lenesoii ypoBenb ®CK — MUHUMAIIBHO 10CTaTO4YHAsA akTUBHOCTH JepuuutHoro ®CK B kpoBu

nanucHTa, O6CCH€‘IHBaIOH_Ia$I OCTAHOBKY KPOBOTCUCHMUI.

3) Kunaccudukanus

von Willebrand disease: A guide for the internist | Cleveland Clinic Journal of Medicine

von Willebrand disease (VWD): evidence-based diagnosis and management guidelines, the
National Heart, Lung, and Blood Institute (NHLBI) Expert Panel report (USA)1 - NICHOLS - 2008 -
Haemophilia - Wiley Online Library.

Komuterom no Hayke u cranpaptuszanuu (Scientific and Standardization Committee —

SSC) mpu MexaynapoaHoMm oO1iecTBe mo mpodiemam Tpombo3a u remocrasza (International

Society on Thrombosis and Haemostasis — ISTH) 8 2012 roay mepecMoTpeHa M YTBEp:KacHa
MeXayHapoaHas knaccudukarms bB [2, 3] (tabm. 1).

Tadauuna 1

Kaaccuduxkanus 6os1e3uu Buinedbpanga

Tun XapakTepucTuka

I YactuyHblil KomuuecTBeHHBIN Aeurut vWF

1 KauectBennas HenoctaTouHoCcTh VWF
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Kauectennsrnii nedpunur vWF co camkennem vWF-3aBucumoii aaresueit
ImA TPOMOOIIUTOB Y U30JUPOBAHHBIM JIS(HUITUITOM BBICOKOMOJICKYIISIPHBIX

MyJbTUMEPOB VWE.

1B Kauectennsrnii nedpunut vWF ¢ nossimenuem cpojactsa k GPIb tpomGonuToB

KauectBennsiit nepunur vWF co camxennem vWF-3aBucumoii anresueit
1M TPOMOOIIUTOB 0€3 N30JUPOBAHHOTO JEPHUITUTA BEICOKOMOJIEKYIIIPHBIX

MyJabTUMEPOB VWF

IIN 3HaunTenbpHOe cHIKeHNe criocoonoctr VWF cBsseiBarescs ¢ FVIII

Il IIpakTuecku nosHoe orcyrcteue vWF

bouae3ns Bunsieopanaa tuna I u I11:

BB Tuna 1 Bcrpewaercs Haumboiee uyacto, coctaBisis oT 55 go 70% Beex
JuarHoctupoBaHHbIX ciydaeB. [Ipu BB tuna I xonunuectBo VWF B ompeneneHHON creneHH
CHI)KEHO, HO QYHKIUS KaXKI0W MOJeKyJ bl coxpaneHa. bB tumna IIl — naubonee Tsoxenas ¢popma
0one3Hu, Tak kak VWF mpakTuuecku moJHOCThIO OTCYTCTBYET. IlockonabKy ofHON U3 QyHKUIUI
vWF sBigercs cBaspiBanue ¢ FVII u ero 3amura OoT NpekIEBPEMEHHOIO IMPOTEOIU3A, IS
nauuentoB ¢ bB tuna III xapaktepno He Toneko orcyrctBue VWF, Ho 1 ouens Huskas FVIIL:C.
Jis KynupoBaHHSI OCTPBIX KpPOBOTEUEHHH TakMM ManueHTaM Heoboxoaumo BBoauth VWF u
FVIIL BB tuna I II BcTpeuaercs peaxo, Tonpko y 1-3% naruentos ¢ bB.

Boue3sns Bunneopanaa Tuna Il: YV nanuentos ¢ bB tuna Il HaGmonaroTcst kaueCTBEHHbBIE
nedextel VWF, koTopbie y OONBIIMHCTBA MAIIMEHTOB BBIPAXKAIOTCS B HE MPOMOPIHOHATHHOM
camkennd VWF:RCo (umu vWF:CB) unun vWF:FVIIIB no otHomenuto k xonudectBsy VWE,
onpenensieMomy 1o ero antureny (VWF:Ag). Jlis AuarHoCTUKM U KJacCU(DUKAIMU TIOITUTIOB
bB tuna Il ucnonb3yroT aHanus cTpykTypsl MyiabTHMepoB VWF (¢ momolsko asekTpodopesa B
arapo3HoM Tejie, B KOTOPOM MOXKHO BU3YalIH3UPOBaTh MyJIbTHMeEpHI). Kiaccudukamus moarumna
bB tuma Il sBnsercas Haumbonee CIOXHOW 3ajadeld, BCIEACTBHE T'€TEPOTEHHOCTU
(GYHKIIMOHATIBHBIX U CTPYKTYPHBIX J1e(heKTOB [4].

Tun II A: V mamumentoB ¢ bB tuna IIA nHabmromaroTcss WM30IUPOBAHHBIA IeQHUIUT
BBICOKOMOJIEKYJISIpHBIX ~ MyJabTUMepoB VWF u  cHmwxkenHas VvWF-3aBucumass aaresus
TPOMOOLIUTOB. DTO CBSI3aHO C TMOBBINIEHHOW YYyBCTBUTEIHHOCTHIO K METAIIONPOTEHHA3E
ADAMTS-13, kotopasi pacHIeIIsIeT CBEPXBBICOKOMOJICKYIISIpHbIE MynbTHMephl VWF, wimm ¢
nedexrtamu  cobopku MynbTEMepoB VWF  BcriencTBue HapymICHHS —IUMEpU3AIlUU WA

MYJIbTHUMCPHU3ALINH.
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Tun II B: Tun [IB BB Bkitouaer paznuuHble BapuaHThl KadecTBeHHOro nedekra VWE,
BBIp@XKalOUIMecs B ero mnoBblIeHHOM cpoactBe K GPIb TtpombGomuToB. Bceneacrsue
noBbimeHHoro cpoxactBa VWFEF  k  GPIb  cBs3piBaHME KpYNHBIX BBICOKOMOJIEKYJISPHBIX
MysbTEMEPOB VWF ¢ TpoMOoruTtamMu mpoucxoaut 6osiee 3¢pGHEeKTUBHO, TOITOMY OHHU OBbICTpee
MOJIBEPraloTCsl PACIICIUICHUIO MO AeiicTBHeM MmeTauionpoTrenHazsl ADAMTS-13. CneactBuem
3TOr0 SIBJSIETCSl YMEHBILIEHUE KOJIMYECTBAa KpYyNHBIX MyinbTUMepoB VWEF. B penxux ciydasx
nosbimeHHoe cpoactBo VWFE k GPIb He compoBokmaercsi morepeil BBICOKOMOJIEKYJISPHBIX
mynbTuMepoB VWF, u oOHapykuBaeTcsi HOpMallbHash TPUIUIETHAs CTPYKTypa MYJbTUMEPOB
vWF [4]. BB tuna IIB xapakrepusyercsi MOBBIIIEHHOW PUCTOLICTHH-UHAYLIMPOBAHHOMN
arperanueii TpomOoruToB (ristocetin-induced platelet aggregation — RIPA) mon aelictBuem
HU3KUX KOHLEHTPAIMi PHUCTOIETHHA. Y TMAalMEeHTOB YacTO OTMEYAaeTCs TPOMOOIUTONCHHS
pPa3IMYHON CTENEHU BBIPAKEHHOCTH, KOTOPAsi MOXKET YCWJIMBAThCA IPU CTPECCe WM MOJ
nerctsueM DDAVP.

Tun II M: Tun [IM BB Brirodaer pa3znuyHble BapuaHTHl KauecTBeHHOTO aedekra VWE,
BBIpaKawIrecs B CHkKeHHH vVWF-3aBucuMoi aaresud TpomMOOUUTOB 0€3 HM30JMPOBAHHOTO
nedunuTa BBICOKOMOJIEKYIISIPHBIX MyJlIbTHMEepoB VWF. OyHKIIMOHANBHBINA eheKT 00ycaoBieH
MyTalMsiIMU, B pe3yjibTaTe€ KOTOPBIX MPOUCXOAUT HapyuieHue cBsi3biBaHus VWF ¢
TpoMOonTaMu Wi cyosHaoTenueM. [IOHMKEHHOE CBS3BIBAaHHE C TPOMOOIIMTAMHU CHIDKAET
JOCTYNMHOCTh MyJbTuMepoB VWF s pacmemienust meramwionporennazoiit ADAMTS-13, B
CBSI3M C ATHM pachpesenenue MyiabtumepoB VWF mo monekynspHoil Macce coxpansiercs: 0e3
U3MEHEHUH TOoCiIe UX CEKPELUUH SHIAOTeNUAIbHBIMU KJIeTKaMu. Y OosblIMHCTBAa O0sibHBIX BB
tuna [IM nabmogaercsa HenponopunoHanbHo HU3Kas VWEF:RCo otHocuTensHo vVWEF:Ag.

Tun II N: V manuentoB ¢ bB tumna IIN umeercs nepexr vWF B mecte cBsi3bIBaHMS C
FVIII. B pesynbrare aToro He MoxkeT oOpa3oBathest kommiekc VWF—FVIIL. Jlanublii BapuaHT
BB ompexnensaior ¢ nomouisto Tecta cBs3biBanus VWF ¢ FVIIL [5]. ¥V MHorux manueHToB ¢
JaHHBIM BapuaHToM bB paHee nuarHoctupoBanu remMopuinio A JETKOH WIM yMEpeHHOU
crenenu Tspkectu (FVIIL:C cocraBnser 5-22%). [lns neuenus: kpoBoreueHuil y nanueHTroB ¢ bB
tuna [IN Heo6XxouMbl KOHIIEHTpaTHh, cofepxaiie kak VWEF, tak u FVIIIL
MyabTHMepHasi CTPyKTypa (axropa 3a0osieBaHMsl B 3aBHCHMMOCTH OT THHNA 00J1€3HH

BussieOpanna

—~¢— DBEBICOKOMOIEKYIAPHEIE
MYIETHMEPEI
< CpegneMoneKyIIApHBIE
MY IBTHMEPEBL
- HuzkoMonekyirapHbIe
Pm—— MYIBTHMEDPBI




IIyTn HacinenoBanus 0ose3un Gpon Busieopanga

Tun 1 BB AyTocOMHO-AOMUHAHTHO

Yacrora nposisienus ~70%

BB 2 Tuna 2A, 2B 1 2M AyT0oCOMHO-TOMMHAHTHO

2N AyTOCOMHO-PEIECCUBHO

BB 3 Tuna AyToCOMHO-PEIIECCUBHO

IIpuodperennas 6ojie3nb GpoH Buiiedpania npu pa3imyHbIX 3200/1€BaAHUAX

Taoaunma 2

3J10KaYecTBEHHBIE 3200J1eBAHUSA

* MoHOKIOHaIbHAs TaMManaTHus HCOIIPCACICHHOT'O

3HA4YEHUS;
* MHOXeCTBEHHAass MHEIIOMA;

* HexomxckuHckas mumdoma;

* XpoHuueckas JIuMpouuTapHas JeHKeMus;
* MakpornoOynuHemus: Banbaencrpema;

* DcceHIMambHast TPOMOOIIUTEMUS;

e UctuaHas INOJIMIIUTEMUSA

* XpoHHnuecKkas MUEJIOUIHAs JTeUKeMUs;

* Hedpobnacroma.

NmmyHonornvyeckue 3a00s1eBaHus

* CucremHas KpacCHasd BOJTYaHKa

Jpyrue 3a001eBaHust

 ['unorupeonguszm;

* JlepeKT MexKeNTy 104KOBOM MeperopoaKy;
* AopTanbHBbIi CTEHO3;

* [Iponanc MUTpanbHOrO KJIaNaHa;

* JKenynouHO-KHIIEUHAs AaHTUOAUCIIIA3US;
* Ypemus;

e ['eMOrII00MHOTIATHH.

JlekapcTBeHHBIE NIpenapaThbl

* BansnpoeBas Kuciora;

* Griseofulvin, Ciprofloxacin.

3. Memoowt, n00x00bt U RPOUEOYPbL OUACHOCMUKU
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MHorue peKOMEH/IOBaHHBIE METOJBl JHUArHOCTUKH 3a00JIEBaHMsI M CBSI3aHHBIX C HHUM
COCTOSTHUI MMEIOT OTPaHWYCHHYIO JO0Ka3aTelbHYI 0a3y (B COOTBETCTBHM C IIKAJaMHU OICHKHU
VA4 u YYP) no npuynHe OTCYTCTBUS MOCBSIIEHHBIX WM KIMHAYECKUX HCCIIEIOBAHUM.
HeB3upas Ha 3T0O, OHH SBJISIOTCS HEOOXOJAMMBIMHU DJIEMEHTaMH OOCJIEIOBAHMS TAlMCHTA IS
YCTAHOBJICHUSI JWarHo3a W BBIOOpAa TAaKTUKHM JICUCHUS, TaK Kak Oonee 3¢ (dEeKTUBHBIE U
JIOKa3aHHBIE METO/IbI B HACTOSIIIIEE BPeMsI HE pa3pabOTaHBbI.

1) JimarHocTuvecKkue KpUTEPHH

von Willebrand disease: A guide for the internist | Cleveland Clinic Journal of Medicine

von Willebrand disease (VWD): evidence-based diagnosis and management guidelines, the
National Heart, Lung, and Blood Institute (NHLBI) Expert Panel report (USA)1 - NICHOLS
- 2008 - Haemophilia - Wiley Online Library.

Kpurtepun nnarnoctuxu 6o/1e3uu ¢pon Bunnedbpanga:

1. AHamMHe3 OOWIBHBIX KOXKHO-CIM3MCTBIX KPOBOTEUEHUN Yy NalueHTa (HE MEHee J[BYX
reMOpparu4eckux SIHU30/10B, TPEOYIOUIMX JIEYEHUs, WM TPeX TIeMOpPParMyecKuX A3MH3070B
OJIHOM M TOM K€ JIOKaTN3a1i1);
2. JlabopatopHbIii aHanu3 reMocrtasa Juia noarsepxkaenus bB (aktuBHocTs VWF < 30 % (0,3
ME/mn);
3. OOusbHBIE KPOBOTEUEHUS B CEMEHHOM aHaMHe3e.
Huaenosz ycmanasnusaemes npu HAIU4UU 08yX U3 mpex Kpumepues.

Kanodbl m anamHe3

- Pexomentyercs BceM maiueHTam npu cOope aHaMHesa U xajiod, ceMeHHOro aHaMHe3a
BBISICHATh HAJIMYKE MPOSBIECHUI TeMOpPparuyeckoro CHHAPOMa: ka0l Ha JIETKO MOSBISIONINECs
HKXMMO3bl, HOCOBBIE KPOBOTEUEHHUS, FEMAaTOMbI B paHHEM JIETCTBE; BOSHUKHOBEHHE CIIOHTAHHBIX
KPOBOTEUYECHHI (OCOOCHHO W3 CIM3UCTBIX 00OJOYEK, B CYCTaBbl, MBIIIIBl U MATKHE TKAHM),
JUIMTEIBHBIX KPOBOTEUEHHM MOCIIE TPaBM WJIM XMPYpPruueckoro Bmemarenbcersa. Coop xkanobd u
aHaMHe3a TI03BOJIUT OMpEAeTuTh 00beM obOcienoBanus manuenta [4, 7, 16]. Vposens
ybeoumenvrocmu pexomenoayuil D (yposens docmoseprocmu ookazamenvcms - )
KommenTapun: ['emopparuueckue mnposiBienus npu bB HecneunduuyHbl M CXOAHBI C

MIPOSIBIICHUSIMU IIPHU IPYTUX HAPYIIEHUSAX TeMOCTasa.

3aHOIl03pI/ITB bB B0o3MOXHO IIpyU HAJINYKUU CJACAYIOIUX KIHMHUYECCKUX MPU3HAKOB:
- KPOBOTCUCHUA U3 HC3HAUUTCIILHBIX IMOPE30B HUJIM PaH, KOTOPBLIC IJIATCA Oonee 15 muH w/umu

OTCPOYEHO BO3HUKAIOT B TEUEHHE 7 JHEH IMOCIIE TPABMBI,
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- DOU30Abl JUIUTEILHOTO WM TIOBTOPHOTO KPOBOTEUYEHHUS TOCIE XUPYPrHUYECKOTO
BMEIIATENTLCTBA WM SKCTPAKIMU 3yOOB, B TOM YHCIIE OTCPOUYEHHOTO XapaKTepa B TEUCHUE
nepBbix 7 - 10 nHeit;

- CIHOHTAHHBIC WM TIOCTTPABMATHUUYECKHE T'e€MAaTOMBl MSTKHUX TKaHEHW, HEXapaKTepHBIC IS
00beMa TpaBMBI;

- HOCOBBIE KPOBOTEYCHHsS, KOTOpble sTcst Oosee 10 MuH, HecMOTps Ha (PHU3UYECKYIO
KOMITPECCHUIO, WM TPEOYIONINE METUITMHCKOTO BMEIIATEIhCTBA,

- HAJIMYUE KPOBU B KaJjie 0€3 BUIUMON TPUYHHBL;

- JKENyJI0YHO-KUIICYHbIE KpPOBOTEYCHHS, HE OOBSICHUMBIC SI3BaMU WM IOPTAIbHOMN
TUIIEPTCH3UEH;

- Mo0BIe OOMITHHBIC MATOYHBIE KPOBOTEUYCHHUS, KOTOPBIC ANATCs Oosee 7 - 10 qHeid;

- MPYU3HAKHA ME3ECHXMUMAIBHOM TUCIIIA3UH U aHTHOIUCIIIA3HH;

- HaJTM4yue 3a0pIONIMHHBIX TeMaTOM HJIM TeMapTPO30B B aHAMHE3E;

- pa3BUTHE TEeMOpPpPArk4ecKOro CHHApPOMA TMpU TpHUEME TaKUX I[penaparoB, Kak
anetmwicanummioBas kuciorta, HIIBC, kinonuaorpen, BaphapiH WU TeapyH,

- bB B ceMeliHOM aHaMHE3€.

Co6op xanobd 1 aHaMHe3a T03BOJIUT ONPEACIUTh 00bEM 00CIICI0BaHMS MTAITUCHTA.

Kusneyrposxaromue KpoBoTeueHus 6osee xapakrepusl [uist BB 3 tuna. K Hum otHOCATCA:

. KPOBOTEUCHHSI/KPOBOM3IHUSAHIS B IEHTpalIbHYI0 HepBHYIO cuctemy (L{HC);
. KPOBOTEUCHHSI/KPOBOM3IHUSHHUS B xKely1ouHO-KumedHbii Tpakt (KK T);
. KpOBOTEUYEHMSI/KPOBOUBIUSHUS B IIEI0/TOPII0; 3a0pIOIIMHHAS reMaToma.

PusukaabHOe 00cIe10BaHUE

Pexomenyercst y Bcex ManeHToB Mpu auarnoctuke bB oOpamiates BHUMaHNEe Ha HalH4Yue
KO)KHOTO TeMOpPParuveckoro CHHAPOMA pPa3IMYHOW BHIPAXKEHHOCTH B BHJIE MHOKECTBEHHBIX
HKXMMO30B U T'eMaTOM MATKHUX TKaHei. OCMOTp MO3BOJSET OMPEICNIUTh THKECTh COCTOSHUS
nanueHTa W HeoOXOAMMOCTh  TMPOBEACHHUS  CHEIU(PUYECKOW  3aMeCTUTENbHON  W/MIu
remoctraruueckoit tepanuu [10, 17]. Vposeno ybeoumenvnocmu pexomenoayuii D (ypoeenw
oocmoseprocmu dokazamenvcems - V).
KoMMeHTapuu: BO3MOXKHO BBISIBJICHHE MTPU3HAKOB MOPAXKEHUS CYCTaBOB B BUAE nedopmMaiiuu,
OTe€Ka U JIOKAJLHOTO TMOBBIIIEHUSI TEMIIEpaTypbl KOXKH (OCTPBIA TeMapTpo3) W/WIKM MPU3HAKOB
HApYIICHHUS MOJIBMKHOCTH, 00beMa JIBI)KEHUH CYyCTaBOB, THIOTPO(GHH MBIII KOHESYHOCTH Ha
CTOPOHE MOPaKEHHOTO CyCTaBa, HapylLIeHHe MOX0oaKku (aedopmupytomias aptponaTtus) npu bB 3
tuna. [Ipu ocMoTpe Takke MOTYT OBITh OOHAPY>KEHBI KPOBOTEUEHHUS M3 CIM3UCTHIX (HOCOBBIE,

JACCHEBLIC, JTYHOYKOBEIC, MeHoppaFI/II/I).
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JlaGopaTopHasi AMATHOCTHKA

von Willebrand disease: A guide for the internist | Cleveland Clinic Journal of Medicine

von Willebrand disease (VWD): evidence-based diagnosis and management guidelines, the
National Heart, Lung, and Blood Institute (NHLBI) Expert Panel report (USA)1 - NICHOLS - 2008 -
Haemophilia - Wiley Online Library.
https://nodgo.orag/sites/default/files/%D1%82%D1%80%D0%BE%D0%BC%D0%B
1%D0%BE%D1%86%D0%B8%D1%82%D0%BE%D0%BF%D0%B0%D1%82%
D0%B8%D0%B8.pdf

- Pexomenayercs BceM maunuMeHTaM JJs AMArHOCTHKH BB mepBeIM 3TamoM JuMarHOCTHUKU
Ha3Ha4YeHHe OOIIero aHalv3a KPOBH M MOJCYET KoJM4yecTBa TpoMOOuuTOB Mo DoHMO Ams
Bepubukanuu guarHosa [2, 8]. Vposenv ybeoumenvnocmu pexomenoayuii D (yposenw
oocmoseprocmu dokazamenbems - V)

- Pexomenayercs BceM mamuMeHTaM JJsl AMArHOCTHKH BB mepBbIM 3TamoM auarHOCTHUKU
Ha3Ha4YeHHE KOaryJorpaMMbl: aKTHBUPOBAaHHOE YaCTUYHOE TpoMOoIacTuHoBoe BpeMs (AUTB),
nporpomouHoBoe Bpems (I1B), TpomOunoBoe Bpems (TB), konnenTpanuio ¢pudpuHorena (mo
Knayccy), nns Bepudukanmu auaruosa [2, 8]. Vposens ybeoumenrvnocmu pexomenoayuii D
(yposenb docmoseprocmu doxkazamenvcms - \)

- PekoMenayercst BceM MmaipeHTam MpoBeIeHne BTOPOro dTara AUATHOCTUKH - CHEIH(PUIECKIX
KoaryJjojoruueckux JjabopatopHbix TectoB: VWEF:Rco/vVWF:Ag, FVIII:C, wuccnenoBanue
arperaiii  TPOMOOITUTOB C OCHOBHBIMH HHIYKTOPAaMH - DPHUCTOLIETHHOM, KOJUIAT€HOM,
aneHosunpocharom (AHAD), TpomOunHoMm, aapeHamuHoMm, RIPA B 1ByX KOHIIEHTpalusX,
vWF:CB, MmynbpTHMepHBIH aHanu3 ¢ nenplo Bepudukamum auarnoza bB [3, 4, 8, 19, 23,
30]. Vposenv ybeoumenvrocmu pexomendayuii D (yposens 0ocmoeepHocmu 00KA3amensems -
V).

KommenTapuu: B cnyuyae nono3penust Ha bB 2B Tumna arperanust ¢ pucToneTHHOM IPOBOANUTCS
B JIByX KOHUeHTpauusx, Cnenuduyeckne TecThl MOTYT  OBITh  BBINOJHEHBl B
CHEeLMAIM3UPOBAHHBIX LEHTpax MO JiedeHUto koarynomatuil. Jlns auddepeHrambHOR
JTMarHOCTUKH B HEKOTOPBIX CIy4asx TpeOyeTcsl mccienoBaHue (yHKIIMOHAIBLHOW aKTHBHOCTH

TpoM6o1uTOB (PAT) METOOM IPOTOYHON TUTOMETPHH.

- PexomeHmyercs B KadecTBE TPEThEro dSTama JUArHOCTUKH TMAlMEHTaM ISl MCKIIOYCHHUS
npuobperenHoro gepurura VWF U ¢ 1enpl0 mpeHaranbHOM JHArHOCTUKH IPOBEIECHUE
MOJICKYJIIPHO-TEHETHYECKON  auarHoctukd  Hapymenuit  vWF  [18, 31].  Vposeno
ybeoumenvrocmu pexomenoayutl A (yposeno docmoseprnocmu dokazamenvems - ).
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HNuTepnperanus JJadOpaTOPHbIX UCCIEI0BAHUIA:
OO0mmii aHaJIM3 KPOBM: ONPEACIACTCS aHEMMs NPU 3HAUYMUTENbHBIX WM PELUANBUPYIOMINX
KpPOBOTEUCHHSIX; TpoMOouuToneHus rnpu turne 1B 6one3nn Bumiebpanaa.
Koaryjgorpamma: Moxer HaOJIOAaThCs  YAJMHEHHWE  AKTUBUPOBAHHOI'O  YAaCTMYHOIO
TPOMOOIUIACTUHOBOIO BPEMEHHU IPH HOPMAIBHBIX I10Ka3aTesIAX MNPOTPOMOMHOBOIO BPEMEHH,

TpOM6HHOBOFO BPCMCHU, YAJIMHCHUEC BPCMCHU KPOBOTCUCHUS.

Tadauuna 3
OcCHOBHbIE XapaKTEPUCTHKH Pa3JIHYHBIX TUNIOB 00Jie3HN Buiieopanna [1-3]
Tun VIIL | VWF:Ag VWF:RCo VWF:RCo/VWF:Ag
3a00/1eBaHUSA
| lNHHH | mma N l >0,7
A lNHHH | mm N ! <0,7
1B lNHHH |l nmma N l O6b14ynO < 0,7
M lNHHH | mm N ! <0,7
I[N ! | mm N HOpMa >0,7
m Pesko |IIpaktnuecku [IpakTruecku )
! OTCYTCTBYET OTCYTCTBYET

HNHcTpyMeHTAJIbHASA JUATHOCTUKA
- PexoMenyercst manpieHTaM A1 yTOUHEeHUs quarHo3a bB u mpoBeaenus nuddepeHnuansHoiml
TUATHOCTHKU C JIPYTUMH 3a00JIeBaHUSMU C BO3MOXKHBIM HAJIMYUEM TeMOPParuuecKkoro
cunapoma [10].
ITo moka3zaHusiM NPOBOJATCS:
- D30(QaroracTpoayoeHOCKOMHS;
- YIBTPa3BYKOBOE UCCIIENOBAHUE CYCTABA;
- YIBTPa3BYKOBOE MCCJIEOBAHNE OPTAHOB OPIOIITHOM MOJIOCTH;
- YIBTPa3BYKOBOE MUCCIIEAOBAHUE MOUYEBBIBOASAIINX TyTEH;
- YIBTPa3BYKOBOE HCCIIEIOBAHUE 3a0PIOMIMHHOTO MMPOCTPAHCTBA,
- YIBTPa3BYKOBOE UCCIIENOBAHUE MAaTKU U IIPUIATKOB;
- MArHUTHO-PE30HAHCHAsI TOMOTpadusi CycTaBa, MITKUX TKaHEH;

- MAarHuTHO-PE30HAHCHAA TOMOFpa(bI/ISI T'OJIOBHOT'O MO3ra,
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- peHTreHorpadus CycTaBa;
- KOMITBIOTEpHAsi TOMOTpadusi OPraHOB TPYTHOM KIIETKH;
- KOMITBIOTEpHAs: TOMOTpaQus TOJIOBHOTO MO3Ta;
- PUHOCKOITHS;
- KOJIBITOCKOITHSI;
- PEKTOPOMAHOCKOIIHSI;
- KOJIOHOCKOTIHSL.
Yposenwv yoeoumenvrocmu pexomenoayuii D (ypoeenv docmoseprnocmu 0okasamenvcme - \)
KommenTapum: WHCTPYMEHTAJIbHAS JIMAarHOCTHKA TIO3BOJISICT BU3YaIIN3UPOBATh
KPOBOTCUCHHSI/KPOBOMBIUSHUS PA3TMYHBIX JIOKATU3alUid, a TaKXKe BBISIBUTH OCIOKHEHUS,

pa3BUBIIMECS BCIEACTBUE FEMOPPArMuECKUX MPOSBICHUM.

Koncyapranum cnenuajucron

- Pexomennyerca mnaumeHtamM ¢ bB 18 noaTBepiKAeHMS HaJIMYMS  T€MOPParny4ecKHx
NpOsIBIICHUH (WK UX mocieacTsuit) [7, 23].

IToxka3zanus A1 KOHCYJIbTAUMHU Y3KUX CIIELHAJINCTOB:

KOHCYJIbTallUsl XUpypra — OIpEAeJICHUE IOKa3aHUM Uil XUPYPrU4eCKMX BMEIIATEIbCTB;
KOHCYJIbTAIMsl IeNaToJIora — JMarHoCTHKa U JICYEHNE BUPYCHOI'O TelaTUTa;

KOHCYJIbTAallsl OTOPUHOJIAPUHIOIOIa — OCMOTP CIIM3MUCTBIX OO0OJIOYEK HOCA, JIUAarHOCTUKA
MCTOYHUKA KPOBOTEUEHHUS, JICUEHHE BOCTIAIUTENIbHBIX 3a001€BaHUM NPUIATOYHBIX ITa3yX HOCA U
CPEIHETO yXa;

KOHCYJIbTallMsl ~ KapAauojora — KOppekuus croiko Al', XpOHHYECKOW  cepaedHon
HEJI0OCTATOYHOCTH, HAPYIICHHs] PUTMA CEPACYHOM ACATEIbHOCTH;

KOHCYJIbTal[Msl CTOMATOJIOra — ONPEAEICHUE JOKAIN3AMA KPOBOTOYANIETO Y4aCTKA CIM3UCTOM,
HaJIN4YMe TOJBIKHBIX 3y0OB, MHPUIbTpaTa B OKPYKAIOLIUX 3y0 TKaHIX;

KOHCYJIbTAIMsl YPOJIOTa — ONPEAEIEHUE MAaTOJIOIMH MOYEBbIICIUTENBHON U MI0JI0BOM CHCTEMBI;
KOHCYJbTallsl oQTalpMojiora — OINpeAeNieHue HapylIeHHUs 3pEHUs, BOCHAJINUTEIbHbIE
3a00JIeBaHuUs IJ1a3 U IPUJIATKOB;

KOHCYJIbTalUsl HEBPOIIATOJIOTAa — JUArHOCTHKA M JICUCHUC OCTPOro HAPYMICHHA MO3IOBOI'O

KpPOBOOOpAIIEeHuS;
KOHCYJIbTallUsl HEUpOXUpypra — OINpEICICHUE IMOKa3aHWl I HEUpOXUPYPrUYECKUX
BMEIIATEIbCTB;

KOHCYJIbTAllW I/IH(I)CKI_[I/IOHI/ICTa — NOAO3pCHUEC HA BUPYCHBIC, GaKTepI/IaJIBHLIC I/IH(bCKI_[I/II/I;
KOHCYJIbTalUd  pE€BMATOJIOra — TOAO3PCHHUE Ha  HAJIWYHUEC CUCTEMHOI'O 3a00JIeBaHUS

COEIMHUTENbHON TKAHH,
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KOHCYJIbTAIMs IepMaTOBEHEPOJIora — AMarHOCTHKA KOYKHO-BEHEPOJIOTHYECKUX 3a00JIeBaHNUT;
KOHCYJIBTAIMsl OHKOJIOTa — JIMaTHOCTHUKA COJIUTHBIX OMyXOJIeH;

KOHCYJIbTAIMs PTH3UATPa — TUATHOCTHKA TYOepKyJe3a;

KOHCYy/bTaIusl Hedposora (3¢ depeHTonora) — onpeAciecHne MoKa3aHuH K Tepaluy MOYSHHON
HEJ0CTaTOYHOCTH;

KOHCYJIBTAIUS TICHXO0JIOTa — JICYCHUE U MPEAYIIPEKICHUE TICHXOJIOTUYECKUX PACCTPOUCTB;
KOHCYJIbTAIUs TpaHCy3uosora — s moaoopa TpaHCPY3HMOHHBIX Cpell MPU MOJOKUTEITHHOM
HENpPSIMOM aHTUIVIOOYJIMHOBOM TecTe, Hed(p(EeKTUBHOCTH TpaHC]Py3Hidl, OCTPOH MAacCHUBHOMI
KpPOBOIIOTEPE;

KOHCYJIbTAIlUSl PEAHMMATOJIOTa — YCTAHOBKA IIEHTPAIBLHBIX BEHO3HBIX KATETEPOB, JICUCHUE
TSDKEJIOTO CETICHCa, II0Ka, APYTUX KU3HEYTPOIKAIOIINX COCTOSHUI;

KOHCYJIbTAIlsl THHEKOJIOTa — OIpe/elieHHe NaTOJIOTMH OpraHOB MAaJOro Ta3a, HCTOYHHKA
KPOBOTECUCHUH.

VYposenwv yoeoumenvrocmu pexomenoayuii D (yposenv docmoseprnocmu 0okazamenvcme - 1V)
KoMMeHTapuu: KOHCYJIbTAIIMM Bpadyei IMO3BOJISIOT OINPEACIUTh HAPYIICHUS B Pa3IMYHBIX
oprasax u cUcTeMax BCJIC/ICTBUE COCTOSIBIIETOCS (mepeHeceHHOTO0  paHee)

KpOBOTG‘IGHI/IH/KPOBOI/ISJII/IHHI/IH.

JlonoJIHUTeIbHbIE HCCJIeI0BAHUS

- Pexomennyercst npu auarHoctike bB B ciiydae HEBO3MOXKHOCTH MPOBEACHHUS MOTHOLIEHHOTO
TPEXATAITHOIO KOAryJOoJOrMYecKoro oOcieloBaHMs, a TakXkKe B clydae KOHTPOJS TEepamuw,
BBITIOJIHEHNE WHTETPAJbHBIX TECTOB OLIEHKM TIeMOCTa3a Ui BbISIBIEHUS M MOHMTOpPUHIA
HapyIIEHWH B CBEPTHIBAIOIICH CUCTEME KPOBH - TPOMOOIMHAMUKH, TPOMOOAIIaCTOTpaduu, TecTa
reHepanuu TpombuHa [3, 16, 33].

Vposenv ybeoumenvrocmu pexomenoayuii C (yposenv 0ocmoseprocmu 0okazamensems - V)
KomMmeHTapum: MHTErpajgbHbIE TECTHI - 3TO J1AOOpAaTOpPHBIE HCCIEIOBAHUSA, KOTOpPBIE in Vitro
UMHUTHPYIOT OOJBIIMHCTBO (PU3MOIOTUYECKUX IPOIECCOB OCTAaHOBKH KpoBoTeueHHs. OHU He
AHATTM3UPYIOT OT/AEIbHBIE (PAKTOPHI CBEPTHIBAIOIICH CHCTEMBI, @ XapaKTePHU3YIOT KOHEUHBIN dTal
BCEro KackaJia CBEpTBhIBaHUS - MpolLecc npeBpaiieHue GudpuHoreHa B GuOpuH U oOpazoBaHMe

(UOPHUHOBOTO CryCTKa.

OcHoBHBbIE (00513aTe/IbHbIE) AUATHOCTHYECKHE 00C/IeI0BAHMS, IPOBOAMMbIE HA
amM0yJ1aTOPHOM yYPOBHe:
- OAK;
- KoaryjorpamMma, BKJIOUaromas NOpoTpoMOMHOBOe BpeMs 1o KBuky, ¢uOpuHOTeH,

AaKTHBHPOBAHHOE YaCTUYHOE TPOMOOIIIACTUHOBOE BpeMsi, TPOMOMHOBOE BpeMsi;
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- onpejiesienne akTUBHOCTH (aktopoB VIII;

- OTIpeieIeHne aKTUBHOCTH MHTUOUTOPOB K (pakropam VIII;
- VWF:Ag;

- VWF:RCo;

- Ipymmna KpoBU U pe3yc GpakTop.

JlonoJIHUTeIbHBIE JMATHOCTHYECKHe 00c/1eJ0BaHuUsl, IPOBOAMMbIe HA aMOYJIaTOPHOM
YPOBHE:

- OAM;
- uzyuenue cootHomenuss VWF:RCo/ VWF:Ag;
- myuenne VWF:CB/VWF:Ag;
- RIPA B IByX KOHILIEHTpALIMSIX;
- MyabTUMeEpHBIN ananmu3 VWF B miasme;
- OMOXMMHYECKHI aHaln3 KpoBU (0Ommii Oenok, anbOyMuH, oOmwmii OMmupyOuH, - - mpsSMoi
OowmpyOuH, kpeatuauH, moueBrHa, AJIaT, ACaT, riroko3a, C-peakTUBHBIN OCIIOK);
- NDA na Mapkepbl BHUPYCHBIX IemaTuToB (pa3 B TIoJ U MOcie remMoTpaHchys3uil u
XUPYPru4eCKMX BMELIATENIBCTB COIVIACHO COOTBETCTBYIOIIUX IPOTOKOJIOB JMAarHOCTUKU U
JICYEHUs1 U HOPMATUBHO — IIPABOBBIX aKTOB);
- IIIIP na mapekepsl rematutoB B um C mpu nonoxurenbHbix Tectax MMDA Ha Mapkepbl
BHUPYCHBIX T'€lIaTUTOB;
- UDA na mapkepst BUY (pa3 B roa u nocie reMoTpaHcy3uit 1 XUpypruyeckiux BMEIaTeNbCTB
COTJIACHO COOTBETCTBYIOIIMM HOPMAaTHBHO — MPABOBBIM aKTaM B 00J1aCTH TpaHC(Y3HOJIOTHH);
- OKT;
- Y31 opraHoB OprouIHON MOJOCTH (II€YeHb, Cele3eHKa, MOJKETyIOUYHON XKeJe3a, JKeITUHbIN
My3bIpb, OYEK);
- peHTreHorpagusi OpraHoB IPyIHOM KIIETKH;
- pentreHorpadus CycTaBoB (B 3aBUCHMOCTH OT >XKaJloO mMareHTa BbIOMpAeTCs KOHKpETHas
aHaTOMMYECKasi 30Ha);
- Y3U cycTaBoB (B 3aBUCUMOCTH OT *aJjlo0 MalMeHTa BhIOMpAeTCs KOHKPETHasi aHaTOMHYECKast
30HA);
- KOMIBIOTepHass ToMorpadus (B 3aBUCUMOCTH OT >kajo0 MmamueHTa BbIOMpaeTcs KOHKpETHas
aHaTOMHMYECKasi 30Ha);
- MarHUTHO — pe3oHacHas ToMorpadus (B 3aBUCHMOCTH OT *ajo0 MalleHTa BbIOMpaeTcs
KOHKpETHAasi aHaTOMHUYECKasl 30Ha);

- Y3U opranoB majoro tasa.
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OcHoBHBbIE (00513aTe/IbHbIE) TUATHOCTHYECKHE 00C/IeI0BAHMS, IPOBOAMMbIE HA
CTALIMOHAPHOM YPOBHE:

- OAK;
- U®A na mapkepsl BupycHbix rematutoB (HbsAg) (B ciyuae, ecnu HE BBINOJHEHO Ha
aMOyJIaTOPHOM 3Tare JO FOCIMUTAIU3AINH B IEPUOJ 10 3-X MECALEB);
- MDA na wmapkepsl BupycHbix rematutoB HCV (B ciyuae, eciii HE BBIIIOJHEHO Ha
aMOyJIaTOPHOM JTare 0 TOCMUTAIH3AINH B IEPUO/T 10 3-X MECAIICB);
- UDA na mapkepsl Ha BUY (B cimydae, ecny HE BBIIIOJIHEHO Ha aMOyJIaTOPHOM 3Tare 0
TOCIUTAIU3AIMH B IEPUOJ 10 3-X MECALIEB);
- Koarynorpamma, Biirouaromas npoTpoMOMHOBOEe Bpemsi 1o KBuky, ¢ubpuHOreH,
AKTUBUPOBAHHOE YACTUYHOE TPOMOOIUIACTHHOBOE BpeMsl, TPOMOMHOBOE BpEMSI;
- onpenenenue aktTuBHOCTH (pakTopo VIIL, B ciydyae nepBu4HON BepupHUKAIIUU IUArHO34;
- Ollpe/ieTIeHHe aKTUBHOCTU UHTUOUTOPOB K (hakropam VIII, B cimydyae nepBuuHOM Bepudukanuu
JIMarHo3a;
- VWF:Ag, B citydae mepBUYHOM Bepr(pHUKALIUN TUATHO3A;
- VWF:RCo,B ciyyae nepBUYHON BepUPHUKAIIUN TUATHO34;
- Msyuenue cootHomenuss VWF:RCo/ VWF:Ag; VWF:CB/VWF:Ag B ciiyuae nepBUYHOMN
BepU(PUKALNN JUATHO3A;
- n3yuenne VWEF:FVIIIB B cinyuae nepBuyHOi BepupuKalum AMartosa;
- RIPA B nByX KOHIEHTpAIMAX B Clyyae MepBUYHON BepuUPUKALIUY AUATHO3A;
- buoxumnueckuii ananu3 kpoBu (6enok, ansOymuH, AJlaT, ACaT, OunupyOuH, mienoudHas
docdaraza, KpeaTHHUH, MOYEBUHA, TIt0K03a, C — pEaKTUBHBIN OEJIOK);
- OAM;
- ['pynna kpoBu u pesyc dakrop;

- PenTrenorpacgus opraHoB IrpyTHON KJIETKH.

JlonosiHUTe/IbHBIE IMATHOCTHYECKH e 00c/1e10BaHUs, IPOBOAMMbIE HA CTALIHOHAPHOM
YPOBHE:
- bakrepuonornyeckoe uccieq0BaHne OMOJIOTHYECKOT0 MaTepuaa,;
- CBIBOPOTOYHOE *Kele30, (eppUTHH;
- Pentrenorpadust opraHoB rpyHON KIETKU;
- Pentrenorpacgus cyctaBos;
- Oxokapauorpadus;
- Y31 opraHoB OpromIHOW MOJOCTH (TICYCHb, CENIE3CHKA, MOHKEITYIOYHON Keyne3a, KETIHbIN

My3bIpb, IOYEK, MAJIOTO Ta3a);
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- Y3 cycTtaBoOB, MITKHUX TKaHEW;

- KommnbrotepHas Tomorpadus (B 3aBUCHUMOCTH OT ajlo0 MalnueHTa BBIOMpAeTCs KOHKPETHas
aHATOMUYECKasl 30HA);

- MaruutHo — pe3oHacHas ToMmorpadus (B 3aBUCUMOCTH OT >kKajo0 MalueHTa BbIOMpaeTrcs
KOHKpPETHAasi aHaTOMUYECKasl 30Ha);

- O AC;

- Onpenenenne Helicobacterpylori;

- bponxockonus;

- Kononockonus;

- Cytounoe MoHuTOpUpoBaHus AJl;

- Cyrounoe moHuTopupoBanue OKI';

- AHTUIII00YJIMHOBBIH TECT;

- OG30pHBIIl CHUIMOK OpTaHOB OPIOIIHOM MOJOCTH U Majoro Tasa.

2) InarHoCcTHYeCKHi aJIrOPpUTM
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ANTOPHTM HCCIETOBaHHA TAIHEHTA C TIOJ03peHHeM Ha BB  (LIHTHPYETCS H3 3aKTI0YeHHS
3acegaHHa CoBeTa 3KCIEepPTOB B 001acTH dedeHHs 6oie3HH BHwieGpanaa, 27 sHBapA

2011 r. B Mockee) [12]
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Juddepenumanbupiii nuarHo3 npu OosnesHu BuineOpanga mpoBoauTcss ¢ reModuiuei,

TpoMOonTOnaTusiMu/TpoMboLuToneHusiMu, Ooneznpto  Ctroapra-Ilpayspa, HaciaeICTBEHHOM

TUIIOKOHBEPTUHEMUEH

FeMocbmma — HACIIEICTBEHHOE 3a00JIEBAHHE CUCTEMEI remMocrasa, XapaKTCPU3YIOIECCCa

CHIDKEHHEM WJIM HapylleHHeM CHHTe3a (akTopoB cBepThiBaHus kpoBu VIII wnmm IX.

3aboseBaHue HaACJEQyeTcsl M0 ayTOCOMHO-PEIIECCHBHOMY THIY, CLEIUIEHO ¢ X-XpOMOCOMOIA.

DTUM ompenenseTcs, 4YTo OoJIeloT TeMOopWIned Jauia MY>KCKOTO TI0ja, a TMepeaaTduIlbl

IIaTOJIOTHYHOIo reHa — KCHIIWHBI. XapaKTepHI)IM MMPOABJICHUEM T'€MOPPArn4e€CKoro CuHApoMa

SIBIIICTCS TI€MaTOMHBINA THII KpPOBOTCUYCHUA U PA3BUTHUA TI'E€MapTPO30B. B KoaryJjiorpamme

omnpenensercss nu3onupoanHoe yanuHuenne AUTB, cumkenue aktuBHocTH (hakropa VIII Huke

50%, m OTCyTCTBHE HapylieHUs cO CTOpoHbl cojepkanus aHtureHa VWF, VWEF:RCo,

MyJbTUMEPOB (hakTopa Buinedpanna.
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TpoMOOIUTONATHH/TPOMOOUMTONEHUN  XAPAKTEPU3YIOTCS  METEXUATbHO-CUHSIYKOBBIM
TUIIOM KPOBOTOYMBOCTH. B aHanmm3ax KpoOBH - PpErUCTpUPYETCS B Ppa3HOM CTENEHH
BBIPQ)KEHHOCTH CHIDKEHHE YMCIIa TPOMOOLMTOB, U3MEHeHHe Mopdonorun TpomOouuTos. [lpu
3TOM B  KOaryjJorpaMme  TNPOTPOMOMHOBOE  BpeMs,  aKTHBUPOBAHHOE  YaCTHYHOE
TPOMOOIUTACTHHOBOE BpeMsl, cojep)kaHne (puOpHMHOTEeHa HE M3MEHEHBI, CO/IepKaHue (aKTOPOB
CBEpPTHIBAHUS B IpeJesiaX HOPMBIL. JJTUTETbHOCTh KPOBOTEUEHHUSI HOPMAJIbHASI MM YBEITMYCHHASI.
JluarHo3 ycCTaHaBIMBAETCS Ha OCHOBAHWUU DJIEKTPOHHOH MHKPOCKOIUU TPOMOOLUTOB,
UCCJIEJOBAaHMS arperaluy TPOMOOLUTOB € Pa3IMYHBIMUA HHIYKTOPaMHU.

Bosesnsio Ctoapra-Ilpayspa Haciemyercss MO HENOJIHOMY ayTOCOMHO-PELECCUBHOMY
tuny. [lpu T1soKenbix ¢opmax nebroT 3aboneBaHUS B MEPHOJ  HOBOPOXKICHHOCTH
(kedamoremarombl). ImMeoT MecTo TPOQY3HBIE IKEITYAOYHO-KUIIEYHbIE KPOBOTECUYCHHS,
NOJKOXHBIE TEMaTOMBI, JUIMTEIIFHBIE HOCOBBIE KPOBOTEUCHHMS, METpOpparuu. I emMapTpo3bl
KpalilHe peaku. B Kkoarymorpamme- —y/UIMHEHHWE OPOTPOMOMHOBOIO  BpPEMEHH  IIPH
OJTHOBPEMEHHOM, XOTSI U MEHEE BBIPQKCHHOM YJUIMHEHUH CBEPTHIBAHUS B aKTHBHPOBAHHOM
YaCTUYHOM TPOMOOIUIACTHHOBOM BpeMeHHU. CHIKeHa aKTUBHOCTH (pakTopa X B Ijia3me.

HaciencrBeHHasi T'MNOKOHBEPTHHEMMSI HACIEAyeTCs TII0 HEMOJHOMY ayTOCOMHO-
peLEeCUBHOMY THITy. THI KPOBOTOYMBOCTH - CMEIIAHHBIH MHUKPOLMPKYJISTOPHO-TEMAaTOMHBIN
(kedamoreMaToMbl, JKEITyJOYHO-KUIIEYHbIE KPOBOTEUCHHUS, YIIOPHBIE HOCOBBIE KPOBOTCYCHUS,
MeTpopparun). B KkoaryimorpaMMe MMeeT MECTO H30JHMPOBAHHOE YAJMHEHUE CBEPTHIBAHUS
wia3Mbl B IPOTPOMOMHOBOM TECTe NPUM HOPMAaJbHBIX IIOKa3aTelsix OOIIEro BpeMEHH

CBCPThIBAHU KPOBU, AKTUBUPOBAHHOM YaCTUYHOM TpOM6OHHaCTI/IHOBOM BPEMCHU.

Taoauua 4

NuddepenunanibHasi TUATHOCTUKA 00J1e3HM (poH BusiedOpanga u remopuiaum A.

BoJe3ns ¢pon Buiiiedpanaa I'emodpninsa A
CumMnromsl HocoBsle, necHeBsle, CycTraBHbl€, MBIIIEUHBIE
IMOCTTPaBMAaTUYCCKHC, KpPOBOTCUYCHUA

KECITYJOYHO-KHUIIICYHBIC
KPOBOTCYCHUSA, DKXUMO3EI,

MCHOpAaIrTun

Pacnpenenenue no Myxuunsl (1:200), My:xuunsl (1:6000)
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nouty (4acroTa) weHuuHel (1:500)

benok ®daxrop Bumnedpanga ®axrtop VIII
OyHKIIH Anres3ust TpoMOOIIUTOB, ®daxTop CBEPTHIBAaHUS
crabmmmsupyet FVIII
Mecto cunTe3a DHI0TENNAIbHBIC KIIETKH I'enarouutsl

1 METaKapHuOLMTEL

Xpomocoma Xpomocomal?2 X xpomocoma
Yacrota Penko 14-25% nanueHToB
MHIMOMPOBAHHUS

JlabopaTopHble TeCThI

Bpems kpoBoTeueHus Yacro abHOpMaibHOE OOBIYHO HOpMAJIBHOE
AUYTB Hopmansnoe nnm 1 [IposnonrupoBanHoe
®akrop VIII [Torpannyneii umm | | nnm orcyrerByer
VWEF : Ag | mmm orcyrcTByeT Hopmainbnslii nnm 1
VWEF : RCo | nnu abHopManbHbIN Hopwmainbsnslii nnm 1
VWF mynbTumepst HopwmanbHabie unu abHOpMalIbHbBIE Hopwmanbsabie
4.Taxmuka JleyenHuA:

https://nodgo.org/sites/default/files/%D1%82%D1%80%D0%BED0%B8%D0%B8.pdf

1) HeMenMKaMEHTO3HOe JedeHne (OOIICOXPAHUTEIbHBIN PEeXKHUM, U30eraTh TPaBM, SJIEMEHTHI
310poBOTO 00pa3a *HU3HHU, MPABUJIBHOTO NMUTAHMS, JBUTaTeIbHON aKTUBHOCTH, PEXKUM JIHS U
cHa, auera (ctonNelS(koppekTupyercs NpU HAIMYUM OCIOKHEHUH W/MIM COMYTCTBYIOIIEH
MaTOJIOTUHN)));
2) MenumkamMeHTO3Hoe Jiedenuwe. llenp seueHns BB - moBbllIeHHE KOHICHTpPAUU WIN
3aMelleHne (PYHKIIMOHAIbHO HEMOJHOLEHHBIX ()aKTOPOB CBEPTHIBaHUS KpOBH. JleueHne Moxer
ObITh MPOQPUIAKTUYECKUM WM N0 TpeboBaHMIO - MpH KpoBoredeHuu. [lanmentam ¢ BB
peryisipHoe NpOQHIAKTHYECKOE JICYEHHE Ha3HAYal0T peXxe, YeM MalUeHTaM ¢ reMo(uiuei.
Opnako mNpu peUUIMBUPYIOUIMX KPOBOM3JIMSHUSAX B CYCTaBbl, JKEJIyJAOYHO-KMIIEYHBIX U
MaTOYHBIX KPOBOTEUEHUSIX MPOMUIAKTUUECKHI PEXUM MOXKET CTaTh ONTHUMAIbHBIM METOJ0M
JIeYeHUs TauueHToB ¢ bB.

He Bce nanuents! ¢ BB Hyxnarorcs B Ha3HaueHUM Tepanuu. KpurepueMm Havana ae4eHus
IpY HAJIMYMU BepuUIIMPOBAHHOTO ArarHo3a bB sBistoTcs cieqyromnye nokasaTenu:
- BO3HUKHOBEHHE YMEPEHHBIX/TSAKEIbIX, CIOHTAHHBIX/TIOCTTPABMATUYECKUX KPOBOTEUEHUH;
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- XMpypru4ecKoe BMENIaTelIbCTBO;
- peLUIUBHUPYIONINE KPOBOTEUEHHS JTIOO0H CTENEHU TSHKECTH, CHIDKAIOIINE KaYeCTBO KU3HU.

[Tockonbky BB siBisieTcss KOMIUIEKCHBIM 3a00JIEBaHHEM, BO3HUKAIOIIMM B peE3yJIbTaTe
Pas3INYHBIX TEHETUYECKUX JEPEKTOB U Pa3IMUAIOIIUMCS 10 CTENIEHH TSXKECTH, B TEPAIIUU MOXKET
WCIIOJIb30BAaThCSl IIUPOKHM CIEKTP JIEKAPCTBEHHBIX IIPENapaToB, IMOMHUMO 3aMECTUTEIBHON
Tepanuu IuasmarudeckuMu koHueHrtparamu FVIIL, copepxxammmu vWEF. Takue Meronas!
BKJIIOYAIOT HCIOJb30BAHUE TOPMOHOB, aHTU(UOPHHOIMTHYECKUX CPEICTB M JECMOIPECCHHA
(DDAVP) [16].

Taoauna 5

B 3aBucumoctu ot TUna bB moxHO BLIﬁpaTb Pa3HbIC TEPANICBTHYECCKUE MMOAXO0AbI

Tun AJlbTepHATHBHbIEC METOAbI U
IIpenapar BbIOOpa
3a00J1eBaHuA JOMOJHUTEJIbLHOE JJeYeHue

AHTU(UOPUHOIUTHYECKUE CPEICTBA,

I €CMOIIPECCHHA aleTaT
A P . sctporensl, KoHIeHTpat VWE/FVIII

AHTHQUOPUHOIUTHYECKUE CPEIICTBA,

HA Konnenrpar vVWEF/FVIII 5CTPOrCHbI

1B Konnenrpar vVWEF/FVIII

1M Konnentpar vWF/FVIII

1IN Konnentpar vWF/FVIII

11 Konnenrpar vVWEF/FVIII Kommertpar vWF/FVII mm

TPOMOOKOHLIEHTpAT

3amecTurenabHas Tepanusa koHueHTparamu FVIIL, conepxxamumu vWF

- PexomenayeTcst mpu Tepanuu 3MK307a KPOBOTEUEHMs Yy MalMeHToB ¢ BB, ans nedyenus u
npodunaktuku BB npuMeHeHue BUpPYyC-MHAKTUBHUPOBAHHBIX  KOHIEHTPAaTOB  (akropa
cBepthiBaHusl kpoBu VIII** (OCKVII**), conepxamux VWF wn/unmu xoHueHntparta akropa
cBepthiBaHuss KpoBu VIII+daktop Bumnebpanga** (OCKVIIIHVWEF**) ¢ pacnpenenenuem
MYJIbTHMEPOB, MAaKCUMAJILHO MPHOIMKEHHBIM K TAKOBOMY B HOPMAJIbHOM IJIa3Me uenoBeka [21,
26]. Vposenv ybeoumenvnocmu pexomenoayuii B (yposenv docmoseprocmu 0okazamenbcme -
).

Kommentapum: Ilpeamourenuss nowkHbl oTaaBathest mnpemnapatam OCKVIII+HvWE**) B
koTopbix coaepxkanue FVIII ve npespimaet konnentpanuo vWF, T.K. Hn30bITOYHAsT aKTUBHOCTH
FVIII no cpaBHenuto ¢ akTuBHOCTBIO VWF B KpoBHM mamueHToB ¢ bB moxer mpusectn k
pasBUTHIO TpoMOO30B, OMAcHbIX Ui >kM3HWU. [Ipum moadope 03Bl BaXXHO YUYUTHIBATDH
cootHomenne Mexay VWFR:Co wu  FVIILC. Ilpenmaparsl, KOTOpbIE  COJEp)KaT

BBICOKOMOJIEKYJIsIpHbIe MyJbTUMepbl VWF, o0nanaiotr Oosiee BbIpa)KEHHBIM I€éMOCTATHUYECKUM
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apdexrom. BosmokHO wmcmonb3oBaHue KoHIeHTpatoB  FVIII**,  crammapTu3oBaHHBIX

(xonnentpar @CKVII+vWF**) u ne crannapruzoBansubix (konueHtpar @CKVII**) nmo vWF.

[Tpumenenne konmenrparoB FVIII+vWEF** Bo3MoxHO Ui NpOBEICHUS TEpanmuu B

CIIEIYIOIINX PEeKUMAX:

- 1o TpeOOBaHMIO (7151 KYITUPOBAHUS KPOBOTEUYCHHH ) — (CMOTpH Tadiwuiry 5);

- B IPO(MUIAKTHYECKOM peKUMEe (Ui MPEAOTBPAIICHUS BO3SHHUKHOBEHHS TeMOPPArudecKOro
cuHApoMa) — (CMOTpH TabauIy 6).

Jlo3y konneHTpatoB miazmatudeckoro OCKVII**, npennasHaueHHOTO IJIsl JICYCHHS
bB, HeoOxomuMo paccuuThIBaTh [0 AaKTHUBHOCTH (akTopa, cojep:kaimierocss B Oousblieit
KOHLEHTpauuu B 1aHHOM JiekapcTBeHHOM npenapate (FVIIL:C win vWF:RCo).

Boccranosnenune no vVWF:RCo y B3pocibix 10mKkHO ObITh mpubau3utensro 1,5 - 2% Ha
BBegeHue IME vWF:RCo/kr maccer tena. Ilpu undysumn noser 50 ME/Kr crnemyer oxxumgaTh
yBenmuueHus VWF:RCo B nuanazone 75 - 100 %. Takum obpazom, no3a 40 - 50 ME vWF:RCo/kr
Macchl TeJla PeKOMEH/I0BaHa MaIlMeHTaM ¢ HU3KO# 0a30Boii aktuBHOCTHEI0O VWE:RCo.

JIJIst 9KCTPEHHOTO KOHTPOJIS 3 (HEKTHBHOCTH TEPAIMH JOIMyCTUMO HCIIOJIb30BAHHUE TECTa
AUYTB wunu tpomboosnactorpaduu (HEOOXOAMMO MOTYYUTh HOPMAaJbHBIE WM CyOHOpMAaIbHBIC
3HAYEHMs), OJHAKO, JAHHBIE ATHUX TECTOB HE TMO3BOJSAIOT AuddepeHIpoBaTh 3HAYCHUS
akTHBHOCTH BbIIe 40% — 50%.

Pacdyer m03bI KOHIIGHTPATOB (DAaKTOPOB CBEPTHIBAHHUS KPOBH W MPOJOKHTEIHLHOCTH
JICYEHHUs TPOBOJIUTH MPOBOAMUTCSA, HCXOJS W3 BHUAA KPOBOTEUEHHUs, 0a30BOM aKTUBHOCTU
nedUIUTHBIX (GaKTOPOB U L1eTH edenus [16].

dopmyJa pacuera pa3zonoii 10361 JIC, cogep:kamero VWF, s octanoBkM Wi
npeaynpe:xaeHust Kpoporeyenus y nanueHTon ¢ bB:

X=Mx(L-P)x0,5,

rae X — no3a JIC mist ogHokpatHoro BBeaeHus (ME);

M — macca Tena nmanueHTa (Kr);

L — »enaeMslil ypoBeHb akTuBHOCTH VWF B miazMe naruenTa (B mpoueHTax);

P — ucxoanslit ypoenb aktuBHOCTH VWF y maruenta 1o Beenenus JIC (B mpoiieHTax);
0,5 — monpaBouHbIit K03 HUITUEHT.

[Ipu sToMm, HEeoOxoaumo yuuthiBaTh, uTo 1 ME vWF, BBenenHoro Ha 1 kr maccel Tena
naIyeHTa, oBsImaeT cojaepxanne VWF B turazme manuenTa Ha 1,5-2 %.

CoBpemennas Tepanuss bB 0asupyeTcss Ha TNPHUHIMIE «JIOMAIIHETO JICYCHUS»:
CaMOCTOSITENILHOTO BBENIEHUS MPENapaToB MAIMEHTOM Ha JIOMY IMPHU YCIOBUU O0SI3aTEILHOTO

O6y‘-IeHI/ISI n Ha6J'II-O)IeHI/I$I B CIHCOUATIU3UPOBAHHOM MCEAWIUHCKOM MLCHTPE. Pemenne o
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MNPUMEHCHUN T'E€MOCTATHUYCCKOIr'0 IIpfriapata MPUHHUMACT MaOWUCHT HIIM €ro pPOACTBCHHUKH B

COOTBETCTBUU C PEKOMEHAALMsIMU remaroiora [2, 5, 10].

Taoauua 6

I'eMocTaTyeckasi Tepanus Mo TPeGOBAHUIO IPU PA3JINYHBIX BUAAX KPOBOTEeYEHHS

Joza FVIII+vWF unu
Ilokazanus PexxuM BBEICHUS Iens
FVIII, ME/kr
Jlerkue KpoBOTEUEHHUS U3
OcraHoBKa
CIM3UCTBIX  (HOCOBEIE, 20 0OBIYHO OJHOKPATHO
KPOBOTEUYECHHUS
JIECHEBBIC)
CnoHTaHHbIE WIN
MOCTTpaBMaTHYECKHE OctaHoBka
20-40 0OBIYHO OJHOKPATHO
YMEpEHHbIE KPOBOTEUYECHHUS
KPOBOTCUYCHHSI
FVIIIL:C u
DKcTpakuus 3y00oB 20-40 OJIHOKPATHO
vWEF:RCo > 50%
Co 2-ro JTHST
Menopparus nponsiie 7
MeHopparuu Kaxasie | OctaHOBKA
CYTOK HWJIM TPHUBOASIIAS 20-50
24 4 B TeueHue 2 — 6 | KPOBOTCUCHHS
K aHEeMU3allUn .
THER
40-50  OgHOKpATHO;
MOIIEPKUBAIOLIAS OctaHoBka
B  Teuenme 57
Kenynouno-kumeynoe no3a 2040 2 pasza B KpOBOTCYEHMUH,

cyrok 40 ME/kr 1

KpPOBOTEUECHUE CYyTKM 1O TIOJHOU FVIIL:C > 80 % u
pa3 B CyTKH
OCTaHOBKH VWF:RCo > 50 %
KPOBOTEUYCHHS
50 OJHOKpPATHO;
OcraHoBKa
MO/1/IEPKUBAOILAS
KpoBounsnusuue B B Tewyenue 15 cyTok | KpoBOTEUYEHMS,
no3a 25-30 kaxnasie 8
TOJIOBHOM u (nn) o 40-50 ME/kr 1-2 | FVIII:C 80-100 %
4acoB J0  MOJIHOM
CIIMHHOMN MO3T pasa B CyTKH u vWF:RCo > 50
OCTaHOBKH
%
KPOBOTEUYECHHUS
Haceimaronmass  go3a: | B teuenne 2—4 cyr, | [lepen BMeIIa-

Bosnbiioe xupyprudeckoe

BMCIIATCIBCTBO

OJIHOKpATHO 3a | wac

0 BMCIIATCJILCTBA

3areMm | pa3 B cyTku

J0 CHATHUA IIIBOB H

TEIbCTBOM U 36 4

IIOCJIC HETO
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50—60, moamepxu- | 3aKUBJICHUS PaHbI FVIII:C u
Batomias goza: 25—30 vWEF:RCo > 80%

X 2 pa3a B CyTKH

Ilepen BMeElla-
Haceimaromast  go3sa:
B Tteuenue 1—2 cyr | TenbctBOM U 36 4
OJIHOKPATHO nepen

nocie nocie HEro
HAYaJIoM BMelIa-
Marnoe xupyprudeckoe BMENIATEIbCTBA, FVIII:C u
TEJIBCTBA 30—50,
BMEIIATEIbCTBO 3areMm | pa3 B cytku | vVWF:RCo > 80%,
MOJIEP>KUBAIOIIAS

no cugatug mwBoB u | FVIIL:C > 50% B
no3a: 15—25 x 2 paza

32)KUBIICHUS PaHbI TeUYEeHUE 7—10
B CyTKH
THEN
Ilepen
XUPYPTAICCKIM
Hacermaromas nmosza: | B Teuenme  1-2
[Tepenom TPyOUaThIX BMEIIATEILCTBOM U
OJTHOKpATHO 3a | bac | cyTok I1ocJIe
KOCTEH, KOCTEHN Taza Wiu yepe3 36 yacos
0  XUPYPrHYECKOTO | XUPYPTrUYECKOTO
HEOOXOIMMOCTD [IOCIIE HETo
BMemarenscrBa 50— | BMemareabCcTBa,
OCTaHOBKH FVIII:C )5
60, mognep>kuBaronias | 3aTeM 2 pas3a B CyTKH
KpOBOTEUYEHUS, vWF:RCo no 100
no3a: 2540 2 paza B | 1O CHSTUS IIBOB M
YIpOXKarOUIEro KU3HU %, B Teuenne 5-10
CYTKH 32)KUBJICHUS PaHBI

muern FVII:C wu
VWF:RCo > 80%

- PexoMmeHn0BaHO B cily4ae OTCYTCTBUSL CHEHU(PUYECKMX TI'€MOCTaTHUECKUX IIpernapaTroB
npumenenue C3I1, kpuonpenunurara.[2, 20, 22]. Vposenwv ybeoumenvrnocmu pekomenoayui C
(yposenv docmoseprnocmu dokasamenveme — V).

- PexomeH10BaHO MpoQUIIaKTUUECKOE JIEYEHHE IMalueHTaM C TsbkensiMu (popmamu BB (B
OCHOBHOM THIA 3) ¢ PEHUANBUPYIOIIMMHA KPOBOTEUEHHUSIMH W3 CIM3UCTBIX O00JOYEK WIH C
KPOBOM3JIUAHUAMH B cycTaBbl[1, 2, 9, 20, 22] Vpogenv yboeoumenvnocmu pexomenoayuti C
(yposenv docmoseprnocmu dokasamenvems — V).

KomMeHTapuu: Takue KpOBOTEUYEHHS MOTYT CYLIECTBEHHO HapyllaTh IOBCEAHEBHYIO
JEeSTeNIbHOCTh W NPUBOAUTH K HAPYLIEHUIO (YHKIIMM CYCTaBOB (apTpomaTtuu). ApTpomnaTus
Takke Habmromaercs y manueHToB ¢ bB Tuma 2N, ocobenHo B Tex cmyuasx, korma FVII:C
cocrasiisieT MmeHee 10%, u y manueHToB ¢ Tsbkenoi popmoit BB Tuma 1, y KOTOphIX KOJINYeCTBO
vWF u aktuBHocte FVIII:C moryt ObITh CHIKEHBL. B Takux ciydasx peKOMEHIyeTCs

Ha3HayaThb NPO(UIAKTUYECKOE JICUEHHE KOHIIEHTpaTaMu (aKTOpPOB CBEPTHIBAHUS KPOBU
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FVIII+vWF. AxktuBHocte VWF:RCo wu FVII:C npu npodunaktuueckoi Tepanuu

PEKOMEHI0BAaHO KOHTPOJIMPOBATh MO CUTYallMH, a TAKXKe I1aHoBo 1 pa3 B rox [17].

Taoauna 7
3amecTurtesbHas npopuaakTuyeckas trepanus npu bB
ITokazanue/ JHo3a
Hauano
JIOKaJIHU3aIus tunn bB | FVIH+VWEF**, Pexum
npOopUIAKTUKA
KPOBOTEUYEHHUSI ME/kr maccel Tena
Mocjie  IMEepPBOro
CycraBsl Ty 3 10-50 1-3/uen
KPOBOTCUCHHS
Kenynouno-
rmocJje 2-3
KUIIICYHBIC Tun 2 20-40 2-4/uen
KPOBOTEUYECHU I
KPOBOTCUYCHHSI
HocoBrle/u3
rmocje 34
CIM3UCTOM  POTOBOM
Ty 3 20-50 1-3/uen KPOBOTCUCHHMA
MOJIOCTH, BEAYIIHE K
roJI
aHeMHU3aIun
3-4 JHS | SKECHIIUHBI
000
Menopparun 20-50 €KETHEBHO JIETOPOJHOTO
THIT
MIPH menses BO3pacTa

KonmenTtpatsl (akTOpoB CBEpTHIBaHHS KpPOBH BBOJAATCS BHYTPHBEHHO. Yamie BCero
UCTIONB3yeTCsl OOMrocHas MH(QY3HS CO CKOPOCTBhIO, PEKOMEHIOBAaHHOW Ipou3BoauTeneM. B
pelnKux ciydasx (MpU BHIIOJIHEHUU XUPYPIUYECKMX BMELIATENIbCTB) BO3MOYKHO MPUMEHEHHE
HENpepbIBHON MH(Y3UN PU HAIUYMU 1T0100HOTO ombITa. Bo Bcex citydasx He0OXOAUMO cpa3y
UCTIONB30BAaTh  JOCTATOYHYIO [03y W COONIONaTh KpaTHOCTh BBEJICHMS IIperapara.
Hcnonp30BaHne HEaIeKBAaTHO HU3KOW JT03BI M HECOOIOACHNE PEKMMa BBEICHHS MPHBOIUT K
CHIDKEHHIO 3((EKTUBHOCTH, YXYALIECHHIO COCTOSHHUS M YBEJIMYEHHUIO pacxojia Iperapara.
CauIkoM BBICOKas 1032 MOXET MPUBECTH K pa3BUTHIO TPoMO030B [18].

ITockoneky wyactas cmeHa MHH MoxeT mnpuBecTH K MOBBIIIEHUIO PHUCKAa PpPa3BUTHUSA

I/IHFI/I6I/ITOpa K (baKTopaM, KEJIATCIBbHO CO3JaTh YCJIOBUA JJIA MPUMCHCHUS ITAIUCHTOM OAHOI'O
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HAaUMEHOBAHUS B TE€YEHHE UIUTEIHHOIO BpEeMEHH (Ha MpPOTsHKEHUH MHorux jetT). Ilpu stom
MPEANOYTEHUE OTNAETCA TOMY MperapaTy, KOTOPbIA Jy4lle BCEro MEePEeHOCHUTCS MallueHTOM,
uMeeT nydire (apMaKOKMHETUYECKHE WHIMBUAYyATbHBIC MOKAa3aTelld M HauOojee yaA00CH B
UCIOJIb30BAaHUU, UCXO/I U3 KOHKPETHBIX YCIOBUM.

Cmena MHH y KOHKpeTHOro mAalMeHTa MpH OTCYTCTBUU 3apETUCTPUPOBAHHBIX
HEXeJaTeNIbHBIX SBJICHUI Ha BBEICHHE HCIIOJIIB3YEMOTO IperapaTa U yAOBIETBOPUTEIHLHOM
KJIMHUYECKOM OTBETE Ha TEepanuio HexkellaredbHa W BO3MOxHA mociie 100 3KCIO3UIIMOHHBIX
JTHEH BBECHUS KOHLIEHTPATOB ()aKTOPOB CBEPTHIBAHUS KPOBH.

AHTH(PUOPHHOIUTHYECKHE CPEICTBA

- PexoMeH/I0BaHO HWCIOJB30BaHWE MHTHOUTOPOB (prOpmHOIM3a (aMUHOKAIPOHOBAsl KHUCIOTA
(AKK), TpanexcamoBasi KUCJIOTA) JUTsl PEAOTBPAILICHUS JIM3UCca 00pa30BaBIINX CIyCTKOB.[23]
Vposenv yoeoumenvrnocmu pexomendayuil B (yposenv docmoseprocmu ookazamenvcms — ).
KomMenTapuu: wuHruOuTOpsl (GUOpUHONN3A, CBSA3BIBAACh C AKTUBHBIMH  Y4aCTKaMH
IUTA3MUHOTEHA, YTO MPEMATCTBYET €ro B3aWMMOICHCTBHIO C (PMOPUHOM M NMPOHWKHOBEHHUIO B
dopmupyromuiics TpoMO. AHTHUDUOPHHOIUTUYECKUE CPEICTBA YaCTO TPUMEHSIOT (MECTHO
WIM CHUCTEMHO) Ui KYIMUPOBAaHUSA KPOBOTEUCHHI M3 CIM3HUCTHIX MOJIOCTU PTa, HOCOBBIX
KPOBOTEUYCHHIA, KPOBOTEUYECHUN nocie yAaneHus 3y0oB u MEHOpparui.
AHTU(UOpUHONIUTHYECKUE CPEACTBA MOXKHO KoMOuHupoBath ¢ DDAVP nnu koHueHTpatamu

(aKkTOpOB CBEPTHIBAHUS KPOBH.

I'opmonanbHas Tepanus

- PexoMeHyeTcst mpoBeEHNE 3aMECTUTEIBHON TOPMOHAIBHON TEPAIINU Y KEHIIUH. [21]
Vposeno yoeoumenvrocmu pexomenoayuii C (yposenv docmoseprocmu ookazamenvcms — ).
KommenTapun: npu BBeneHuu sctporeHoB mnosbimatorca FVIIIC u vWF:RCo, u nns
KOHTPOJISI YMEPEHHO BBIPAKEHHBIX MEHOPpAaruii MO>KeT OKa3aThCsl JI0CTaTOYHBIM NPUMEHEHUE
COJIepKAIMX 3CTPOTE€H U MPOTeCTEPOH OPAJIbHBIX KOHTPALENITUBOB, BIAraJIMIIHBIX KOJEI WU
BHYTPHUMATOUYHBIX CIHMpaiel, BBICBOOOXKAAIOMINUX 3TH TOPMOHBI. ['OpMOHBI MOXHO Ha3Ha4aThb
JUIMTETIBHO JUIsl YMEHBIICHHsI BBIPAXKEHHOCTH MEHCTpyalbHBIX BblIeNeHUH. Hecmorps Ha
HEOOXOIMMOCTh JONOJHUTEIBHOTO M3Y4YeHHs JaHHOTO BOIPOCA, KIMHUYECKUE JIaHHBIE
YKa3bIBalOT HA TO, YTO BBEJIEHUE ICTPOT€HOB MOYKET UCIIOJIB30BATHCA JIJIS1 OCTAHOBKH TSIKEIBIX

MAaTOYHBIX KpOBOTe'-IeHI/II\/'I.

JecMonpeccuH
- Pexomennyercss DDAVP mnpu nerkux ¢opmax BB, B kauecTBe mepBOi JIMHUM Tepanuw,
OJTHAKO B Cilydyae cinaboro OTBETa Ha JICYEHHE WM HAIWYMM MPOTHBOINOKA3aHUH K €ro

Ha3Ha4YeHUI0, IpenapaToM BbiOopa siBisieTcs konueHTpat FVII, conepxammit vWFE.[5, 13, 16]
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Vposenw yoeoumenvnocmu pexomenoayuil B (yposeno oocmoseprnocmu ookazamenvcms — 1),
KommenTapun: DDAVP - cunrermyeckuil aHajor Bas3olpeccHHa (aHTHAWYPETUYECKOTO
rOpMOHA) ¢ MOAU(UKANUSIMH, HAMPABICHHBIMH Ha CHIDKEHUE IMPECCOPHOHN (BBI3BIBAIOMICH
MOBBINICHHE apTEPHAIIBHOTO JaBJCHUS) AaKTUBHOCTH BazomnpeccuHa. DDAVP moBbliaeT
koHneHrpanuo VWF u aktuBHocTh FVIII y 3m0poBhIX sHil, y OONBHBIX C JIETKOHW WIH
ymepenHoi ¢opmoit BB u y GonbHBIX ¢ serkoit popmoii remodumuun A. DDAVP BbI3biBaeT

BbicBOOOk1eHrue VWF u FVIII u3 sHnorenunanbHbIX KIETOK.

[Toka3aHusIMM K Ha3HAYEHUIO JECMOIIpeccuHa sABIOTCS jerkue Gopmbl bB tunos 1 u
2 (kpome 2B). IIpu bB tumna 3 orcyrcrByer vVWF, KoTOpBIii MOT ObI BEICBOOOJAMTHCS B OTBET HA
DDAVP, a npu 6onee Tspkenbix popmax BB tuna 2 xauecTBeHHbIH nedekT pakropa HE MOXKET
OBITH KOMIICHCHPOBAH JIOTIOJTHUTEILHBIM BBICBOOOXKICHUEM JACPEKTHBIX MOJIeKys VWE.

[Tockonpky y pa3Hbix nanueHToB oTBeT Ha DDAVP moxer paznuuarbes, MalueHTy
cnenyer BBecTH mpobOHyo no3y DDAVP B otcyrctBue kpoBoTeueHus. Ecnm y mamueHTa
Ha0JII01aeTCsl OKUAAeMOoe NOoBbIIeHHE KoHLeHTpauuu VWF, B Oyayiiiem npu KpoBOT€UEHUSIX Y
ATOTO IMaIMeHTa MOYKHO Hcmoib3oBath DDAVP [5].

Bo3MoxkHb! HexenaTeabpHble aBiieHust Ha DDAVP:

. TPaH3UTOpHAs TAXUKAPAHUS;
. rosioBHasi 001k (0OBIYHO BBIpakKeHA YMEPEHHO);

. TUIIOHATPUEMHS;

. 3aJiepKKa KUAKOCTH (BCIECTBUE aHTUNYpeTndeckoro a¢pdexkra DDAVP).

[ToBropHoe BBenenne DDAVP B teuenne 48 4 BbI3bIBaeT uctouieHue 3amnacoB VWF u
MOKET MPUBECTH K TaxU(UIaKCHH (CHUKEHHUIO OTBETA HA JICUCHHE), OTCYTCTBUIO aJ€KBAaTHOTO
OTBETa MPH MOCJIEAYIOMIEM Ha3HAYeHUH 3TOro rnpenapara. [Ipu HeoOX0AMMOCTH TUTEIIHHOTO
JIEYEHHUsI pEKOMEH/I0BAaH NepEX0/l Ha ucnoyib3oBaHue KoHlenTparoB FVII, conepxammx vWFE.

DDAVP cneayer npuMeHsSTh ¢ OCTOPOKHOCTHIO y MALlMEHTOB, UMEIOIIMX B aHAMHE3€
apTepUANIbHYIO0 TUIEPTEH3UI0, OPOHXUATBHYIO aCTMY, THPEOTOKCHUKO3, XPOHUYECKUN HEDPUT.

AOGCOTIOTHBIMM NTPOTHBONOKAa3aHUSAMU K HazHaueHuto DDAVP saBnstores:

. MIPOTPECCUPYIOLINI aTepOCKIEPO3;
. cepJieYHast HeJJOCTaTOUYHOCTb;

. SIUJICTICHUS;

. OEpEeMEHHOCTb.

IIpotokon BBenenus DDAVP: y manueHTOB 10 Ha3HA4YeHUs JIEYEHUS HEOOXOAUMO
IpeBapuTeIbHO TPOBECTH TeCT ¢ HMH(Yy3uMed Impemapara B TEpareBTHUECKOW J03e H

nocinenytomuMm onpeneneaueM FVIIL:C gepe3 30 mun (eciu npenapaT BBOAWICS B/B) M Uepes
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60 wmuH (ecnmu mnpemapar BBomwics 1/k). Kpurepuit 3ddexTuBHOCTH -

npokoaryiastHTHOM aktuBHocTH FVIIL > 50%.

DDAVP BBomurcsi MemIeHHO B/B KamenbHo B 1mo3e (0,3 MKI/KT,

YBCIIUUCHUC

B 50 wmu

dbusmnosornueckoro pactsopa B teueHue 30 MuHyT. MHBEKIIMHM MOBTOPSIOT Yepe3 12 — 24y,

onHako nociue 3 — 4 BBeneHus JieueOHblil apdext cumkaercs. [loBropHOE eueHne MPOBOAUTCS

yepe3 7-10 nueit. Ilpemapar (Hepa3BeleHHBIN) MOXKET Ha3HAYaTbHCS B BUJE IOJKOXKHBIX

I/IH'beKLII/Iﬁ WJIM UHTPAHAa3aJIbHO B BUJIC CITPCA.

B PVY3 B HacTosiiee Bpemsi HET 3aperucTpupoBaHHbIX npenaparoB DDAVP s neuenust

bB.

4.2 TlepeyeHb OCHOBHBIX JIeKAPCTBEeHHBIX cpeacTB (uMeromux 100 % BeposiTHOCTH
NPUMEHEHHUs): He00X0AUMO YKa3aTh YPOBHAM I0KA3aHHOCTH

dapmakoTEpaneBTUYECK
as rpynma

MHH
JICKApCTBEHHOTO
cpezcTBa

Crnoco6 npumMeHeHus

ypOBCHb JOKa3aTCJIbHOCTHU

Konnentpats! paxropa

e  YeJOBEUECKHU

BoccranoBien

https://www.vidal.ru/drugs/wi

CBEPTHIBAHHS KPOBH dakrop me o VWF:RCo y late_
VIII** ((DCKVIII**), CBCPTLIBAHUA
conepxammx VWF KPOBHU B3POCIIBIX JOJDKHO
W/WJIM KOHLIEHTpAaTa vini (human OBITH TIPUOIH3UTEIHLHO
(dakTopa CBEpTHIBAHUS coagulation
p p factor 1,5 - 2% na BBeneHue
kpoBu VIII+dakrop VIII) Ph.Eur. Es
Hok o IME vWEF:RCo/kr
Bunebpanma porefickas
(OCKVIIHVWE**) dapmaxones maccel  Tena.  Ilpm
* ‘axtop napy3un  go3el - 50
Bunne6panna
uenoeueckuii ( | ME/kr cienyer
wngr\;ﬂg OKUIATh  YBEJIMYCHHS
factor) vWF:RCo B nmanaszone
Buiare® (Wilate®) 75 - 100 %. Takum
Femare® I oOpaszom, mo3a 40 - 50
(Haemate® P ME vWEF:RCo/kr
MacChI Tena
pEKOMEHI0BaHa
HanueHTaM C HHU3KOU
0a30BOif aKTHBHOCTBIO
VWF:RCo.
Wuruburop TpanexkcamoBas 10-15 mr/kr https://www.vidal.ru/drugs/t
bubpuHoONM3a, KHCJIOTa MaccChl T€Jia ranexam__ 24038
aHTH()UOPUHOTUTUKH BHYTPHUBEHHO https://www.vidal.ru/drugs/
AMUHOKanpoOHOBas aminocaproic_acid__ 1864
KHUCIIOTA 100 2

35



https://www.vidal.ru/drugs/molecule/2119
https://www.vidal.ru/drugs/molecule/2119
https://www.vidal.ru/drugs/molecule/2119
https://www.vidal.ru/drugs/molecule/2119
https://www.vidal.ru/drugs/molecule/2119
https://www.vidal.ru/drugs/gnp
https://www.vidal.ru/drugs/wilate_
https://www.vidal.ru/drugs/wilate_
https://www.vidal.ru/drugs/tranexam__24038
https://www.vidal.ru/drugs/tranexam__24038

MI/KT BHyTPHUBEHHO

I'emocTtaTuku

Oram3uiar

BHYTPHUBEHHO
(MemIeHHO) Win
BHYTPUMBIIIICYHO.
OntuManbHas
CYTOYHAas 71032
cocrasisgeT 10-20
MI/KI' MaccChlI Tea,

https://www.vidal.ru/drugs/
etamsylate 42126

[Tpenapat st Hatpwuii xnopun 0,9% NaCl https://www.vidal.ru/drugs/
peruaparanuu u Jis (M30TOHHYECKOTO sodium chlorid 31235
napeHTepaIbHOTO pacTBopa) https://www.ncbi.nlm.nih.g
PUMEHCHHS (mpumepHo 5-10 ov/pmc/articles/PMC35000
M/Kr B riepseie 5-10 | 36/
muH 10 MI/Kr U1t https://www.ncbi.nlm.nih.g
nereit). ov/pmc/articles/PMC35000
36/
https://raaci.ru/dat/pdf/aller
gic_shock.pdf
[Tpenapat dakropa VII | PekomOnHaHTHII CraproBas 1032 https://www.vidal.ru/drugs/
CBEPTHIBAHUS KPOBH AKTHBHUPOBAHHBIN cocrasisier 90 mkr/kr | factor vii_coagulation_fact
I'emocrarnyeckoe hakTop C IOBTOPHBIM or_vii___6083
CPENICTBO CBEPTHIBAEMOCTH BBC/ICHUEM KaXKIbIe
kpoBu VII (rFVIla) 2-3 yaca 10 MOMEHTa
OCTaHOBKH
KPOBOTCUCHHSI
Amnastor Basonpeccuna | JlecMonpeccuH BHYTPHBCHHO, https://www.vidal.ru/drugs/
CpencTBo JieyeHus MIOJKOKHO U desmopressin 43997
HecaxapHoro jinadera MHTPaHA3AJIbHO.
CranpmapTHas j103a
DDAVP cocrasmsier
0,3 mr/kr (He Gonee
20 Mr) BHyTpHUBEHHO
(MM TOJIKOKHO) WIIH
300 mr
MHTpaHa3anbHO (150
My JI€TeH C BECOM
menee 50 kr).
['mroxokopTuKocTeponn | Jlekcamera3soH 8-32 mr BHYTpH https://www.vidal.ru/drugs/
BEHHO dexamethasone__ 3484
https://www.ncbi.nlm.nih.g
ov/pmc/articles/PMC35000
36/
https://raaci.ru/dat/pdf/aller
gic_shock.pdf
AHTHUCENITHKH xmoprekcuaun 0,05; | —pacTBOp LI https://www.vidal.ru/drugs/

sTanois pactBop 70,
90
%;

Hapy»XHOTO
MIPUMEHEHHUS

chlorhexidine__ 21450
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https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/etamsylate__42126
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.vidal.ru/drugs/sodium_chlorid__31235
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.vidal.ru/drugs/clinic-group/987
https://www.vidal.ru/drugs/clinic-group/987
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/pharm-group/181
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/factor_vii_coagulation_factor_vii___6083
https://www.vidal.ru/drugs/clinic-group/440
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/pharm-group/611
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/desmopressin__43997
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.vidal.ru/drugs/dexamethasone__3484
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3500036/

MOBHUJIOH — MOJI;
MEPEKHCh

BOJIO
pomapactBop 3 %;
WO/l pacTBOp
cnupToBOitS %.

OnepaTuBHOe J1e4YeHH e

VY nanuentoB ¢ BB xupypruueckoe BMEIIaTeIbCTBO MOXKET OTPEOOBATHCSA JIJIS JICUCHUS
KaK MpOsIBJICHUI 3a00JIeBaHMs, TaK M HE CBsI3aHHBIX ¢ bB 3a00neBanuii.
- PexoMmenayeTcs manuueHTaMm mepes J00bIM XUPYPrUYeCKHM BMEIIATEIbCTBOM KOHCYJIbTALUS
Bpaua-remaroimora [10, 16]. Vposenv ybeoumenvrnocmu pexomenoayuti D (yposenv
oocmoseprocmu ookazamenbemes - V)
KoMMeHTapumu: xelaTelnbHO BBIOJHEHUE XUPYPIMUECKOTO BMEIIATENHCTBA CIICIUAINCTAMH,
UMEIOIIMMH OTBIT JICYCHUS MAIMeHTOB ¢ bB, mpu Hamuumm BO3MOXKHOCTH OIIpENEICHUs
aktuBHoctt VWF:RCo u FVIII kpyrinocyrouno. Eciau ecth BO3MOXKHOCTB, OINEPATHBHOE
JieYeHue Jy4llle MPOBOJIUTH B CIIEIUAIN3NPOBAHHOM CTalllOHape. AHECTEe3HOJIOT JOKEH UMETh

OIIBIT JICYCHUS MAIUCHTOB C HAPYHICHUSAMU CBCPTHIBACMOCTHU KPOBHU.

- Pexomenayercss mnammeHTam Jf000€ ONEPATUBHOE BMEMIATEIHCTBO WJIM IPOBEACHUE
WHBA3WBHOW MPOIEIyphl MPOBOAUTH Ha (POHE 3aMECTUTENHHOW TepanmuHu KOHICHTpaTaMu
daxTopoB cBepThiBanus KpoBu OCKVIII+VWF**/OCKVIII**, conepxammmue VWF [14, 15, 16,
20, 26]. Vposenv ybeoumenvrocmu pexomenoayuii A (ypogeHs 00CmogepHocmu 00KA3amenbCnes
-1)

KommenTapuu: llens remocratmyeckoit tepanuu - goctwkenue ypoBHs FVIIL:C > 50%.
OpHeHTHPOBOYHbIE 1036l U PEKUMBI BBEJCHUS IIPENapaTroB NpeAcCTaBiIeHbl B Tabmuue 6.
Harpyzounas n1o3a koHueHTpaToB ¢akTopoB cocraBiser 50 - 60 ME/kr macchl Tena nanueHTa.
[Tonnep>kuBatoiue 1036l OOBIYHO HUXE U cocTaBisitoT 25 - 40 ME/kr maccel Tena manueHTta
kaxzable 12 - 24 gaca. Yepe3 24 - 48 yacoB KOHIIEHTpAT BBOAMUTCSA B PEKUME pa3 B JI€Hb WU

qepe3 ACHb B TCUCHUC HOCHCOHCpaHHOHHOﬁ HCACIIN.

IIpy  HEOOXOIUMOCTH  BO3MOYKHO  JONOJHHUTEIbHOE HA3HAUEHHWE HHTHOUTOPOB
bubpuHOIM3a (TpaHEKCaMOBOM KUCIOTHI**) B go3e 10 mr/kr B/B 3a 30 MUHYT /10 OMIEpaIMK WUITH
20 - 25 Mr/kr mepopaibHO 3a 2 4aca J0 omnepanuu. B TeueHme mocieonepanmoHHON HeIeln
TPaHEKCAMOBYIO KUCJIOTY** Ha3HAYarOT Kaxkable 6 - 8 4acoB.

MOHMTOPUHI IPOKOAryJSIHTHOM AKTUBHOCTM B  IIOCJEONEPALMOHHOM  IEPUOAE

obsizarenen (xkoHTtpons FVII:C, vWF), wmakcumaneneiii ypoBenb FVIII:C He momken
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https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100474
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100480
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100478
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100479
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100480
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100484
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100490

npesbiiath 160% B cBA3M ¢ puckoM TpoMmOo3MOonnyeckux ocioxHeHui. Koarymornueckue
tectsl (AUYTB, FVIII, vWF:RCo, vWF:Ag) noskHel npoBoauthest B TeueHue 7 - 10 nHel B
IIOCJIEONEPALIMOHHOM I1epuojie ¢ onpeneineHueM aktuBHoctd VWE (1o Bo3moxknoctn) u FVIIL:C.

[Ipn HeoOX0IMMOCTH MPOBENCHUS UHBA3UBHBIX JUArHOCTUYECKUX MPOLEAYDP, TAKUX Kak
aoMOalibHas TYHKIUS, MYyHKLUUS apTepHH, HSHAOCKONMYECKOE HCCIeOBaHUE C OHOICHEH,
BEJICHHE MalleHTa TaKoe ke, KaKk IpU XUPypruieckoM JiedueHuu. B citydae, ecinu y naleHToB ©
TsDKENbIM TedeHueM bB He ynaercss n1ocThyb KOHTPOJS reMocTa3a BBEJIEHUEM KOHIIEHTpaTa
OCKVIII+HVWF** (mmu OCKVII**, conepxamum vWF) Bo3MOXHO TTpOBeIeHHE TpaHC(Y3UU

TpombokoHeHTpara wiu C3I1.

IIpodunaxkruka Tpomoosa

- He pexomeHyeTcst IpOBOIUTH BCEM MALMEHTaM PYTHHHYIO MPO(MUIAKTUKY TPOMOO30B
nanueHTaM ¢ bB Bo Bpems xupyprudeckoro BmemiaresnsctBa [34]. Vposeno ybeoumenvnocmu
pexomenoayutl B (yposenv docmoseprocmu ookazamenvcms - |11)
Kommentapun: Ona MokeT ObITh Ha3HAa4Ye€Ha B CBS3M C MOBBIIICEHHBIM PHCKOM Tpom0o3a y
NAlUEHTOB, MOJYYalolMX BBICOKME J103bl KoHUeHTpara FVII+vWF** ¢ yuerom

KOMOPOHTHOCTH.

HHoe jeyenne

- PexoMmenayeTcss mamMeHTKaM KOHCYJBTAIlMsl THHEKOJIOTA JUIS Ha3HAYCHHS IEepOpaIbHBIX
KOHTPAIICTITUBOB (CHHTETUYECKHE aHAJIOTH JCTPOTCHOB M TECTareHOB) sl KyHHpPOBAHUS
meHopparuii [16, 32]. Vposenv ybeoumenvnocmu pexomenoayuii D (yposenv docmoeeprocmu
ookazamenvcme - \)

KommenTapuu:_npu Beesienuu scrporenoB nosbimarotest FVIIL:C u vVWF:RCo, u 151 koHTpOIIS
YMEPEHHO BBIPAXCHHBIX MEHOPPAarmii MOXET OKa3aTbCs JIOCTaTOYHBIM  INPHUMEHEHHE
COJIepKAIMX CTPOTeH U MPOrecTEpPOH OpPAIbHBIX KOHTPALETITUBOB, BJIATAJIMIIHBIX KOJIEL WU
BHYTPUMATOUYHBIX CIMpayiel, BHICBOOOXKIAIOIINX ATH TOPMOHBI. ['OpPMOHBI MOXHO Ha3HA4aTh
JUITTENIGHO JUIi YMEHBIIEHUS BBIPAXEHHOCTH MEHCTPYaJbHBIX BbACNeHHA. HecMoTps Ha
HEOOXOMMOCTh  JOMOJHHUTEIBHOTO W3YYeHHS [TaHHOTO BOIPOCA, KIWHUYECKHE JaHHBIC
YKa3bIBalOT Ha TO, YTO BBEAECHUE 3CTPOTEHOB MOXKET MCIIOJIb30BAThCS JUIl OCTAHOBKH TSKEIBIX
MaTOYHBbIX KpOBOTeUeHHH. ['OpMOHBI MOXXHO Ha3HayaTh JIUTEIBHO I YMEHBIICHUS

MMPOAOIKUTCIIBHOCTHU U OOMIBHOCTHU MCHCTPYaJIbHBIX BLI,ZIGJ'IGHHﬁ.

B NEPUMECHOIIAY3€ IPU MATOJOTHUHU SHAOMETPHA W HAJIWMYHUKU MATOYHBIX KpOBOTG‘IeHI/Iﬁ

BO3MOJXHO IMPOBCACHUC a6n51111/m OHAOMCTpHUL.
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https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100498
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100480
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- Pexomenyercs naruentam ¢ bB ucnonp3oBanne nHruOUTOpOB GUOpHHOIN3A (TpaHEKCaMOBast
KUACIOTa**, aMHUHOKAIlpOHOBash KHUCJIOTa**) mpu MpPOBEACHUU OIEPATUBHBIX BMELIATEIbCTB,
0COOEHHO Ha NApEeHXMMATO3HBIX OpraHax, MPHU IKCTPAKUUU 3yOOB, JICYCHUU DPaH, HOCOBBIX
kpoBoteucHusx [7, 15, 32, 33]. Vposeuwv ybeoumenvnocmu pexomenoayuii A (yposenv
oocmoseprocmu dokazamenvbcms - ).

Kommentapuu: MHruOuTops! GUOPHHOIN3A UCIIOIB3YIOTCSA KAaK JIOTOJHEHHE K CTIeU(PUIECKOM
3aMecTHTeNbHON Tepanuu. Hamnbonee 3((eKTHBHBI MpH KPOBOTEUEHUSX W3 paH CIU3UCTHIX
o0osouek. MOryT HCIIONB30BaThCA JIIS  JICUCHHsS] KPOBOTCUCHHMH JPYTHX JIOKAJTU3AI[HA.

3anpemeHo HCII0JIB30BATh IIPU IMOYECYHBIX KPOBOTCUCHUAX.

- Pexomennyercs nanuenTam ¢ bB B coueranuu ¢ anrnoaucasuei (BeisBisercs y 1,1% - 6,5%
nanueHToB ¢ kpoBoreueHusiMu u3 JKKT) mpoBeneHne TOKaTbHBIX TEMOCTATUYECKUX MPOLEAYD,
TaKUX KakK AJIEKTPOKOATyJSlus, JiazepHas (OTOKOArylslus, CKiepoTepamusi, aHruorpadus c
smbonmsanueii [10, 20] Vposens yoeoumenrvnocmu pexomenoayuii D (yposens docmoseprocmu
ookazamenvcms - V).

KommenTapumu: PenunuBupyionme >XelTyJA04YHO-KHIIEYHbIE KPOBOTEUYCHUs O€3 S3BEHHOTO
aHamMHe3a MOTyT ObIThb OOycioBIeHBl cuHIpoMOM Heyde, mpu KOoTOpoM HMMeeTcs coueTaHHas
MATOJIOTUS: AOPTAIBHBIM CTEHO3, AHTHMOIUCIUIA3US W JKEIYJOYHO-KUIIEYHbIe KPOBOTCUECHHUS.
IIppunHOM KPOBOTOYMBOCTH  SIBJISIETCS  OCENAHME KPYNHBIX MyJabTuMepoB VWEF  Ha
MOBPEXJCHHBIX AOPTAIBHBIX KJAlaHax B 30HE HW3MEHEHHOTO KPOBOTOKA M TIOCTOSHHOM
MOBBIICHHOW Harpy3ku. XUPYpruueckas KOPpPeKIHs aopTalbHBIX KIANaHOB TMPUBOAMUT K
HOpMaIH3aI[il KPOBOTOKA, COXPAHEHHIO MyJIbTUMepHOW kommosunmu VWF u KynupoBaHuUio
KpoBOoTeueHH. JaHHAs Tepamus JOJKHA TPOBOAMTHCS B JOMOJHEHHE K MPOQPHIAKTHIECKOMY
JICYCHHUIO KOHIIEHTpaTaMu (PaKTOPOB C BO3MOKHOM KOMOWHAINEH ¢ aHTH(UOPUHOIUTHIECKUMHU
npenapatami. JledeHue MalMEeHTOB MPOBOJMTCA COBMECTHO C TacTPOIHTEPOJIIOTOM U

Ha3HA4YCHUEM HpOTI/IBOH3BeHHOI>'I TCparmnu.

MecTHOe JIe4eHne.

[Ipu nerxkux ¢opmax BB, xorna DDAVP He moxeT ObITh HCIONB30BaH, U OCOOEHHO B
CTOMATOJIOTUM  (Hampumep, TNpU yAaJeHUH 3y0a) MOXKHO HCIIOJIB30BaThb  MECTHBIE
reMOCTaTH4YECKHE CPEACTBa, Takhe Kak (MOPHHOBBIN KJel oT/enbHO UK B coueTannu ¢ e-AKK.
YA-C)[11].

HNuruduropunas ¢popma 6B
Antutena k VWF 3aperucTpupoBaHbl KakK peAKOe OCIOXKHEHHE TpaHC(hy3HOHHOU

tepanu 'y 3—-10 % mnamuentoB ¢ BB 3 tuma. YV miogel ¢ J0Ka3aHHBIM J1a0OpaTOpPHO

39


https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100471
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100479
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100496
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100497
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100474
https://legalacts.ru/doc/klinicheskie-rekomendatsii-bolezn-villebranda-u-vzroslykh-utv-minzdravom-rossii/#100484

NpUCYTCTBHEM HHTHOUTOpoB K VWF uacTo B aHaMmHe3e pPETrUCTPUPYIOTCS ajulepruyecKue
peakuuu Ha Tpancoysuto JIC, conepxammx vWF.

Br160op u pacuet no3st JIC npu narn6uropHoii popme bB:

- npu tutpe uHruOuTopa k VWF < 5 BE/mMn ucnons3ytor JIC, conepxamme FVIII u vWF B
KOMOMHAIIHMH;

-cymmapuas no3a K®OCK, conepxamero FVII, BxiatoyaeT reMocTaTUuecKyr 03y,
paccuuTaHHYIO 10 (hopMyIie, W HEUTpaIM3YIONIYI0 103y, KoTopas cocrapisieT 40 ME/kr maccel
TeJa Ha OJIHY €IUHUILy HHTHOUTOpA;

TakTHKa reMOCTATHYECKOH Tepanuu IPH KPOBOTEYEHUM M3 CJAM3HCTHIX HOCOBOH H
poTtoBoii moJsioctu [12].

KpoBoTeueHne u3 CIM3UCTBIX POTOBOM M HOCOBOHM IOJIOCTH Yamie HaOIomaercs y
MOJIOJIBIX TAIMEHTOB ¢ Ooje3Hblo BuineOpanaa. J[ns ocTaHOBKM KPOBOTEUYEHMSI Ha3HAUAETCS
TPaHEKCAMOBasi KUCIOTa NEPOPaAIbHO UM MeCTHO. IIpu KpoBOTE€UEHUHU U3 CIU3UCTBIX MOJIOCTU
pTa MOJOCKaHMsI C TPAHEKCAMOBOW KHCIOTOW MOTYT ObITh (¢ exkTuBHbL. Ecu Ha doHe Tepanmuu
TpaHEKCaMOBOM KHCJIOTOM HE YJAaeTcsl JOCTUTHYTh 3(dekra, To HazHadaercas DDAVP wiu
koHueHtpatsl VWF/FVIIL

Bo Bpemsi kpoBoTeueHmii W3 mojocTH Hoca (akTop cBepThiBaHus KpoBu VWEF/VIII
BBOJAT B j103¢ 40 - SOME vWF /kr xaxnapie 12 - 244 B TeueHue 2 —3 aHei. JmuTenbHbIC HIN
PELMIUBUPYIOIINE HOCOBBIE KPOBOTEUEHHSI MOTYT HOTPEeOOBAaTh MECTHOW Teparuu, HalpuMep
NPWKUTAHUS CIM3UCTOM HOCA WJIM JIa3€pHOM Tepamnuu, W JICYEHUS TPAHEKCAMOBOW KHCIOTOU
IPOJOJDKUTENBbHOE BpeMs. JleueHue IecHEBBIX KPOBOTEYEHMH OCYIIECTBISETCS IO TOH K€
CXEMe, 4TO U NPU HOCOBBIX KPOBOTEUEHUSIX.

TakTUKa reMOCTATHYECKOM Tepanuu npu yaajeHuu 3yoa [8].

HeocnoxxHeHHoe ypaajgeHHe OAHOTO 3y0a MOKET ObITh HMPOBEAEHO IMOJ PErMOHATIbHOU
AQHECTE3UEH U MO/ MPUKPHITUEM TPAHEKCAMOBON KHUCIIOTHI.

[Ipy OCNOXHEHHBIX SKCTpPaKLUAX IOKa3aHO Ha3zHaueHue KoHueHTpatoB VWEF/FVIIL,
yalie BCEro J0CTaTOYHO OJHOTO BBEJACHUA. TpaHeKcaMoBas KUCIOTA Ha3HAYAeTCs Ha 5-7THEH.

IIpu MHOXECTBEHHOM YyJalleHHMH 3y0OB, HaJIU4YME OCTPOrO BOCHAJIEHHUS B OKPY>KAIOLIMX
TKAaHSX FE€MOCTaTHYECKasl Tepalus B TEUEHUE MEPBBIX TPEX AHEH IOCIE yAAIEeHUs MPOBOAUTCS
exXelHeBHO. MecTHasi aHecTe3usl He MpoTHBOIOKazaHa. OOmiee 06e30011BaHNe MPOBOJUTCS C
MPUMEHEHHEM BHYTPUBEHHOTO HAPKO3a U HA3HAYAETCS MO MOKA3aHUSIM.

beicTpass ocTaHOBKa KPOBOTEUYEHMsI JOCTHIAETCsl MOCPEACTBOM BBEACHMS KOHIIEHTpaTa
VWE/VIII 3a 14 no ynanenus 3y6a. O6beM reMoCcTaTHUECKOM TEparui MOKET KOPPETHpOBaThCs
B 3aBUCUMOCTHU OT KOHKPETHON KJIIMHUYECKOW CUTYyallH: XapaKTepa MaToJIOrMuecKoro mpoiecca

B o0mactu ynmanmeHHOTO 3y0a, oObema OmepaTWBHOTO BMemiaTeabcTBa. [Ipu arpaBMaTHdIHOM
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yAaJeHUN OJAMHOYHBIX MOJBHKHBIX 3yOOB M OTCYTCTBHH IOCIICONEPAIMOHHOTO KPOBOTEUEHUS
yucio BBeaeHuit konnenTpara VWE/VIII moxer ObITh COKpAIIEHO.

B mocneonepaninoHHOM mepHOAE OCMOTpP OOJBHOTO CTOMATOJIOTOM OCYIIECTBIISETCS IO
noka3aHusiM. [IpuMeHeHrne MECTHBIX IeéMOCTaTUYECKHUX CPEACTB, TAMIIOHA/A JYHKU SIBIISFOTCS
METOJIOM BBIOODA.

CompoBoauTenbHas Tepanus Ha3HAYAETCs COBMECTHO CO CTOMATOJOIOM  H/HIH
YEJIFOCTHO-JIMLIEBBIM XUPYPIOM I10 MIOKa3aHUSM.

TakTHKa reMOCTATHYECKOM Tepanuu nNpu MeHopparusx [12].

ITpu neuenrne MeHOpparuii y >keHuH ¢ BB MoryT OBITh UCIIOJIB30BAHBI:
- TpanexkcamoBas KUCIIOTAa;

- DDAVP;

- Konnienrparsl vVWF/FVIII;

- OpanibHble KoOMOMHUpOBaHHbIe KOoHTpanenTuBbl (KOK).

TpanekcaMoBast KHCI0TA CHUKAET PUCK KPOBOIIOTEPH BO BpEMsI MEHCTPYaLUH IIPUMEPHO
Ha 50%, Ha3HAYaeTCs TOJBKO HA BPEMsI MEHCTPYalluH, B HEKOTOPBIX CIy4yasiX TOJIBKO Ha IEpBbIE
nau. Ecnu tpanekcamoBas kucinota u KOK HeaddextuBHbI, BO3MOXKHO, HazHayeHne DDAVP
win koHueHtparoB VWEF/FVIII na Bpemst menctpyauuu. DDAVP Ha3znavaercs makcumyM Ha 3
JIHS B CBS3U C PUCKOM 3aJEPKKH KUAKOCTH. MaTOUHbIE KPOBOTEUYEHHS IIPOJOJIKATEILHOCTBIO
Oonbiie 7 CyTOK SIBISIOTCS IMOKa3aHMEM JJIsl 3aMECTUTENbHOM remocraTudeckoi tepanuu. C
9TOM 1enbio BBOAAT daktop cBepThiBanus Kpou VWF/VIII B noze 40 -50 ME vWF /kr uepe3
244 B TeueHue 2 — 4 nHEH B 3aBUCHMOCTH OT MHTEHCHUBHOCTH KpoBoTeueHHs. [lepopanbHbie
KOHTPALENTUBBl HCIIONB3YIOTCS JUIsl KyNHUPOBaHUS MEHOpparuii IO CTaHAAPTHBIM CXEMaM,
MPUMEHSIEMbIM B THHEKOJIOTHH.

Jleyenue O6oJie3nu BuiieOpanga Bo BpemMsi 0epeMEHHOCTH H POAOB

- PexomeHn10BaHO mpH JledeHnn OepeMeHHBbIX KeHIUH ¢ bB 3Hate Tun BB, a takxe FVIIL:C u
vWF:RCo B mnasme kpoBu manueHtku [4, 16]. Vposenv ybeoumenvnocmu pexomenoayuii C
(yposenv docmoseprocmu dokazamenvcmes — V).

Kommentapum: IIpu nerkux u cpennetspkensix Gopmax bB (tun 1, Tun 2) konnentpanus vWFE
B IJ1a3Me KpoBH 0O0BIYHO Bo3pacTtaeT K III TpumecTpy 6epeMeHHOCTH, B HEKOTOPBIX CIIydasix A0
HOpPMaJIbHBIX 3HAYEHMI, U Ha 3TOM 3Talleé 3a4acTyl0 OTCYTCTBYeT HEOOXOAMMOCThH MPOBEIEHUS

reMOCTaTHYECKOU TEepaITnH.

B I u II tpumectpax OepemeHHOCTH KoHUEHTpalus VWF moBbliaeTcss He3HAUUTENBHO,

YTO YBCINYNBACT PHUCK CaMOIIPOU3BOJILHOT'O a6opTa CO 3HAYUTEIbHOMN KpOBOHOTepeﬁ.
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[Tpu msoxenbix popmax BB (tum 1, tum 2, tun 3) aktuBHOCT VWF BO Bpemsi 6epeMeHHOCTH
BO3pacTaeT HelocTaTouHO. [Ipu HEOOXOMMOCTH FeMOCTaTHUECKOM Teparuu npH 3TuX THnax bB
clelyeT HCIOJIb30BaTh KOHIEHTpaThl, coiepxkamme VWEF [4, 16, 21]. [o3a KoHIeHTpara
ompenessieTcss B 3aBUCUMOCTH OT ypoBHs (akTopa VIII y manuentku, onpeneneaHoro B 28 — 30
Hezlenb OepeMEHHOCTH.

[Tpu cooTBeTcTBYIOMIEH MPOGUIAKTUKE KEHIIUHBI ¢ BB MOTYT pojkaTh caMOCTOSITENBHO,
C IpoBeACHUEM uAypaibHOil anecte3uu, eciu FVII:C cocrasisger He menee 40%.
-PexomMeH1I0BaHO MpU pelIeHHHd BOIMpOca O CIoco0e poJopaspelleHus (BaruHaIbHOE WIIU
OIepaTUBHOE), €CIIU OXKHUJIaeTcsl poxaeHue pedenka ¢ bB, BeiOparh Haubonee aTpaBMaTUYHBIN
criocob [4, 16]. Vposenv ybeoumenvnocmu pexomendayuii C (yposenvb Oocmoseprocmu
ookazamenvcme — V).
KommenTapuu: KecapeBo ceuenne ™moxHo mnpoBoauth npu FVII:C we wmenee 50%
BakyyMmaKcTpakius sSBISETCS OMACHONW M HE JIOJDKHA MPOBOIUTHCS B OTHOILIEHUM IUIOAOB, Y

KOTOPBIX nojo3peBaercs bB.

Y keHmMH ¢ bB TNOBBILIEH pPHUCK NEPBUYHOIO U BTOPUYHOIO IOCIEPOJOBOTO
KpOBOTEYEHMSI, TOCKOJIbKY MOBBIIICHHAs! KOHUEeHTpauus VWFE B m1a3Me KpoBH CHUXKAETCS cpasy
e 1mocie poaoB. Puck Oonee Bbicok y keHIMH ¢ bB Tumna 2 no cpaBHeHH1o ¢ xeHiuHamu ¢ bB
tna 1.

[Tocne ponoB konnentpaunio VWF y Bcex kenmun ¢ bB HeoOxogumo ompeaenars B
TE€UYEHUE, 10 KpailHel mepe, 2—3 Helenb. 3HAaYUUTeNbHOE CHUKeHUEe KoHleHTpauun vWF Bckope
MOCJIE POJIOPA3PELICHUS] MOKET CIYKUTh IMOKa3aHueM K npumeHeHuto DDAVP.

Br160p cpoKoOB 1 METOJIOB POOPA3PEIICHUS IO CTAHIAPTHBIM aKyIIEPCKUM MTOKA3aHHUSIM.
B GonpmmHCTBE ciyuaeB OepeMEHHOCTh M PO/l Y TalueHTOK ¢ bB mpoTtekatoT 6e3 ociaokHeHU
U JaXe OKAa3bIBAIOT OJIArONPUSATHOE BO3JIEHCTBHE Ha KIMHHYECKOE TeueHHe 3a00JIeBaHMUS.
Brinucka manyeHToK M3 CTallMOHApa JOJDKHA MPOU3BOIUTHCS HE paHee CEAbMBIX CYTOK IOCIE
ponoB (CaMONpPOM3BOJBHBIX) M B CpPEIHEM Ha JECAThie CYTKH IIOCJIE€ OIEPaTUBHOTO
poaopaspeneHus.

BB y HOBOpOKIEHHBIX

- PexomMen10BaHO TOCTIE pOAOpa3pemieHus: 0ToOpaTh 00pasell MyMmOBUHHOM KPOBU B IPOOHPKY C
[ATPATOM HATPHS IS ONpEIeNieHuss aKTUBHOCTH (DaKTOPOB CBEPTHIBaHUS KpoBU. [Ipu ormeHke
PE3yIbTATOB HEOOXOAMMO YUUTBHIBATH BO3PACTHBIE 0COOEHHOCTH. J[0 MOMEHTa TUAarHOCTHKH, y
HOBOPOXKJCHHBIX C OKuAaeMoi bB kemaTenbHO BO3AepKAaThbCs OT BEHEMYHKIUN (TOJNBKO s

nuarHoctuka  bB), orbopa 00pasloB KanmwuIspHOM KpPOBM M JAPYTUX HHBAa3HBHBIX
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Manumyssui.[S, 10] Vposenv yoeoumenvnocmu pexomenoayuii B (yposenvs docmoeeprocmu
ookazamenvcmes — 11).

Kommentapum: ['eHetndeckuil puck HacienoBaHus O0one3nu BuineOpanma cocrasiser 50%
HEe3aBUCHMO OT moyia 1ioja. Ilockonbky BB B OONBIIMHCTBE Cily4aeB HAciemyeTcsi II0
ayTOCOMHO-JIOMHMHAHTHOMY THITy, 3a00JIeBaHUE MOTYT HACJIEJIOBATh JIETH 000UX MOJOB. Tem He
MEHee, JOpPOJOBYI0 AMArHOCTHKY BB 00BIYHO HE MNPOBOIAT, MOCKOIBKY PHUCK pa3BUTHUS

KPOBOTECUCHH Y HOBOPOXKJICHHBIX B OOJIBIITMHCTBE CIIy4aeB HEBEIHK.

Tsoxenyto Gopmy (tun 3) BB M0oXkHO THarHOCTUPOBAThH Cpasy ke MOcie POKIACHHS M0 00pasily
MYIOBUHHOM KpoBHU, ogHako Ooiee yierkue ¢opmbl BB auarHoctupoBath y HOBOPOXKIEHHOTO
MPAKTUYECKU HEBO3MOYKHO, MOCKOJBKY IIOCIE pOXIAeHUS KoHUeHTpauuss VWF 3HauuTenbHO
noBebImaercs. HopManbHbIN pe3ysbTaT TeCTa MOXKET MacKUpoOBaTh Jerkyto (popmy BB. [TosTtomy
oOcrenoBaHue peOeHKa ClIeyeT OTI0KUTh HAa HECKOJIBKO MECSIIEB.

Baknunanus

[Tatiuentsl ¢ BB MoryT ObiTh BakimHupoBaHbl. OCOOEHHO BaKHO NMPOBEIACHUE BAKIIMHAIIUU OT
rernaruta B. [Ipyu BakiimHauuy npeAnovYTeHUE OTAAETCS OPATbHOMY MU MTOAKOXKHOMY BBEIAECHUIO
npenapara, 1o CpaBHEHHIO C BHYTPUMBILICYHBIM WM BHYTPUKOXKHBIM. Ecnu juis maHHOU
BaKIIMHbBI JIOCTYIIEH TOJbKO BHYTPHMBIIICUHBIH MyTh BBEACHMS, HEOOXOaUMa 3aMECTUTEIbHAs
Tepanus JUisl MPEJOTBPAILICHUS PAa3BUTHS TeMaToMbl. B 3TOoM ciydae HE0OXOAMMO MPOBOJUTH
3aMECTUTEJIbHYI0 HAKaHyHE BaKUMHAUMU. B JIeHb BakIMHAUMM BBEJICHHUE Mpernapara He
pexkoMeHayeTcs. Henb3s MpoBOAUTh BaKIIMHALIMIO BO BpeMsl KpoBoTeueHus [19].

CrnenyeT y4yecTh, UTO Yy MallME€HTa MOTYT ObITh HECTAHAAPTHBIC MPOSIBICHUS OOJIE3HHU, a
TaK)K€ COYETAHWE KOHKPETHOW OO0JIE3HHM C JPYTUMHU TMATOJIOTHSIMH, YTO MOXET JIUKTOBATH
JeYaleMy Bpady W3MEHEHHUs B aJITOPUTME BHIOOpA ONTHMAIBHON TaKTHKW JTUAarHOCTHKU U
JICYEHUS.

IHoxa3anus 151 IKCTPEHHOMN IOCIUTAIN3ALMHU:

KpoBousnusHusi B KM3HEHHO Ba)KHBIE OpPraHbl (TPaBMbBI TOJIOBBI, KPOBOUBIUSHUS B
TOJIOBHOW W CIOMHHOW MO3T, TpaBMbl B OOJACTH CIHHBI, MIEH, KEIYJOUYHO-KHUIIEUHbIE
KpOBOTEYEHHMsI, 3a0pIOLIMHHBIE TeMAaTOMBI, MAacCHBHAas TeMaTypHs, OCTpas XUpypruyeckas
MATOJIOTUS: OCTPHIN aNmeHAWINT, MPoOOAHAs 5A3Ba, TMEPUTOHUT, Pa3pPbIB CENE3CHKH U JIp.).
[Nocriuranuzamnus ocymecTBiIseTcs B MpO(UIbHBIE OTACICHHS OpraHu3aIiil 31paBOOXpaHEHUS B
3aBUCUMOCTH OT HAJIMYHSI MPEBATUPYIONICH CUMITOMATHKHU (XUPYPTHs, YPOJIOTHS, HEBPOJIOTHUS,
Helipoxupyprus, tpaBmartonorus, OPUT wu mp.), uMeromux BO3MOXKHOCTH KOHCYJbTAIUU
remMaroyiiora, TMPOBEACHHUS 3aMECTUTEIIbHON Tepamuu W HEOoOXOIUMBIX uccienoBanuii. [lpu

OTCYTCTBUM HEOOXOJMMOCTH B MPOBEACHUH XUPYPrUYECKOro BMeEIIATeNIbCTBA IIOKa3aHa
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roCMUTAIM3aIMs B TeMaToIornueckoe otaeneHue. Hamnyne HapymieHu BUTAJIbHBIX (YHKIH,
MPU3HAKOB II0KA MOKa3aHa TOCIUTAIM3AIUS B OT/IEJICHUE HUHTEHCUBHOW TEparuu.

Ioka3zanus AJ1s1 VIAHOBOI TOCHUTAIM3ANNH:
ConyrcrBytoiye 3aboneBanusi, TpeOyIOIIMe FOCIUTATU3AMH B COOTBETCTBUU CO CTaHAApTaMU
JICUYCHUS.
BrioyeHne B KIMHHYECKHI TNPOTOKOJ He3aperucTpupoBaHHbix B PecnyOuauke
V30eKkuCcTaH JIEKAPCTBEHHBIX CPEICTB He SIBJISETCS OCHOBAHMEM /IJIi BO3MeILIeHHs] B

paMKax rapaHTHPOBAHHOI0 00beMa 0OecIIATHON MeJUUMHCKOW NMOMOIIM M B CHCTeMe

00513aTEJIHLHOI0 COMAJIBLHOI0 MEIMIUHCKOI0 CTpaxoBaHus.

Kpurepum oueHkun kadecTBa MeIMIIUHCKOW MTOMOIIH

Yposenn YpoBennb
No Kputepuu kauectna JA0CTOBEPHOCTH y0eauTeJIbHOCTH
JA0Ka3aTeIbCTB peKoMeH i
1 | IlpoBexneHo uccinenoBanue oOLIETO aHATIU3A
KpPOBH C OTIpeIeJICHUEM KOJUYECTBA Il B
TPOMOOITUTOB
2 Brinonnena xoarynorpamma
(opuenTHpoBOUYHOE UccienoBanue cucremsl | |1 A
reMocrasa)
3 | BrimomHeHO onpeseneHne akTHBHOCTH I A
(bakTOpOB CBEPTHIBAHUS KPOBU
4 | BBIOTHEHO Ompe/esieHHe BOITYaHOYHOTO m B
AHTHKOAryJISIHTa
5 | BrinmonHeHa MOJIEKyISIPHO-TEHETHYECKas I A
JMAarHocTuka HapymeHui vVWF
6 | BrimonHeH aHATU3 MyJIBTUMEPOB I A
7 | IIpoBeneHa 3amecTuTeNbHAS
Tepanusi KOHIEHTpaTaMu
(akTOpOB CBEpPTHIBAHUS KPOBU B I A
COOTBETCTBHH C BBISIBIICHHBIM JIEPUIIATOM
(Ipu OTCYTCTBUHM MPOTHUBOIIOKA3aHUIN)
8 | JlocTUrHYyTO MOBBIIEHNE AKTUBHOCTH
NePUIUTHBIX (PAaKTOPOB CBEPTHIBAHUS I A
KpOBH (TIpU TMHAMHYECKOM KOHTpPOJIE
MIPOBOANMON TEepaIum)
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3aboJeBanmus, 3aboJieBanmus,
3a0oeBanusl,
COCTOSIHMS [Jalolue COCTOSTHUS Aaoume
COCTOSTHU S Aaoume
NpaBo MNanMeHTaM NpaBo NAaUMEeHTaM Ha
npaBo MNAalNMeHTAM Ha
Ha noJiyueHue NnoJiyyeHue
noJiy4eHme
MeIUIHHCKO MEIUIUHCKOI MOMOIIH
MeIMUMHCKOI TOMOIIH
NoMoOIIM 32 cYeT 3a cuer cpeacTB
3a cyert cpeacTB
cpeacTB rocyaapcTBeHHOI0
rocy1apcTBeHHOI 0
rocy1apCcTBEHHOT0 O10/1:KeTa B
O0a:keTa B 00JACTHOM
Oroxera B Pecnybdiukanckom
MHOTONPOPUILHOM
paiioHHOM HAYYHO-NPAKTHYECKOM
LHeHTpe
MHOTOnpo(ujibHOM MeIMLIMHCKOM  IIeHTpe
LHeHTpe reMaToJIOTuu
YpoBeHnsb YpoBeHnnb
Ne Kpurepun kauectna J0CTOBEPHOCTH yoeauTeJabHOCTH
JA0KAa3aTeIbCTB pexoMeHAaI Ui
9 | HocturayTo KynupoBaHUE I A
reMopparuueckoro CHHApoMa
10 | IIpoBeneHa remocTaTHUECKas TEPANUS
KOMITOHEHTaMH KPOBH (IIPU OTCYTCTBHH
cnenupuIecKux JIeKapCTBEHHBIX v C
MpenaparoB, P OTCYTCTBUH
MIPOTUBOMNOKA3aHMI1)
11 | JlocTurHyTta moyioKuTeiabHas TMHAMUKa
KJIMHUYECKUX MPOSBICHUN m A
reMOpparuueckoro CHHAPOMa y MaiueHTa B
TedeHue 24 4yacoB OT HayaJsla Teparuu
1) KapTa HaOIIOACHUS MallMeHTa, MapIIpyTU3aIis TalueHTa.
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BoJie3nnb
Buasieopanaa

(MKB10:D68.0)

3aMecTuTenbHas
Tepanus (bakropamu
CBEpThIBaHUS KpPOBH,
CUMIITOMAaTHYECKAs

Tepanus

Jnarnocrtuka 51
JIeYEHUe MIEPBUYHBIX
MalKeHTOB

7. OpFaHI/I3aIII/IOHHLIe ACIIEKThI IIPOTOKOJIA:

Nudopmanus 06 orcyrcTBUMMHA KOH(PJIUKTA HHTEPECOB

ABTOpPBI HE UMEIOT KOH(IJIMKTA HHTEPECOB
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HAIIMOHAJIbHbBIU KJIMHUYECKHUHA
MPOTOKO.I
MEJULIAHCKOI'O
BMEIIATEJBCTBA 1O HO30JIOT'MHU
«BOJIE3Hb BUJIVIEBPAHJIA»

1. Beéoonas uacmo
1) Kon(sr) MKB-10:
MKB-10
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Kon

D68.0

Hassanue

bonesnr Bunnebpanna

9) llIkana ypoBHS I0Ka3aTeIbHOCTH, HA OCHOBE JJOKA3aTE€IbHOW MEIUIIUHBI.

Kunacensl pexkomenpaumii: Yposens docmoseprocmu ookazamenbcme

Kaace 1 — mons3a n Bq)(l)eKTI/IBHOCTB JNAarHoCTH4YCCKOIro Mecroga Ui J1Ie4eOHOTO BOS,Z[CfICTBPIﬂ

JI0Ka3aHa ¥ W/UiIH OOLIeTIPHU3HAHBI.

Kaace 2 — mpoTHBOpeyuBBIE JaHHBIC H/HITU PACXOKICHUE MHEHUH 110 TIOBOTY

10JIb3b1/2((HEKTUBHOCTH JICUCHUS.

Kuaace 3 — umerommecs TaHHbIC CBUIETEIBCTBYIOT O MOJIb3¢/3P(HEKTUBHOCTH JIEYCOHOTO

BO3/1€HCTBUA.

Kaacc 4 — nonb3a/2QGekTHBHOCTh MEHEE YOCIUTEITBHBI.

Kaace 5 - HUMCIOIIIUECCA JaHHBIC UIU o6mee MHCHUEC CBUACTCIBCTBYCT O TOM, YTO JICUCHUC

HeHOHCBHO/HGS(I)CI)eKTI/IBHO 1 B HCKOTOPBIX ClIydadX MOXKECT OBITh BpCOHLIM.

Yposenv yoeoumenvnocmu pexomenoayuil:

A

BrICOKOKaueCTBEHHBIN MeTa-aHaJIn3, CUCTeMaTudeckuid o0030p PKU 158105
kpynHoe PKW ¢ oueHb HU3KOH BEPOSTHOCTHIO(++) CUCTEMATUYECKOW OLIMOKHU
pe3yabpTarhl KOTOPBIX MOTYT OBITh pacHpOCTPAaHEHbl HAa COOTBETCTBYIOLIYIO
HOMYJIALHUIO.

BbicokokauecTBeHHbI  (++) cucTeMaTHUecKUid  0030p  KOTOPTHBIX — MJIU
UCCJIEJIOBAHUN CITy4yal-KOHTPOJIb WM BBICOKOKaYE€CTBEHHOE (+1) KOTOpTHOE WJIU
UCCJIEJIOBAHUN CITy4yal-KOHTPOJIb C OYEHb HU3ZKHUM PHCKOM CHUCTEMATHYECKOU
ommnbkn umu PKW ¢ HeBbicOKMM (+) pUCKOM CHCTEMaTHYECKOM OIIMOKH,
pe3yabTaThl KOTOPBIX MOTYT OBITh pacHpOCTPAHEHbl Ha COOTBETCTBYIOLIYIO
HOMYJIALHUIO.

KoroptHoe wnmM wuccieqoBaHHe CIy4ail-KOHTPOIb WM  KOHTPOIUPYEMOE
uccienoBanue 0e3 paHIOMU3AIMM C HEBBICOKHMM PHCKOM CHCTEMaTHYeCKON
omuoKu (+).

Pe3ynbrarbl KOTOpPBIX MOTYT OBITh PAacIpOCTpPaHEHBI HA COOTBETCTBYIOIIYIO
nonyJsiiuio wi PKU ¢ 0ueHb HU3KUM UJIM HEBBICOKMM PUCKOM CHCTEMATUYECKOU
omnoOKku (+++ wmint), pe3yapTarbl KOTOPbIX HE MOTYT OBIThb HENOCPEICTBEHHO
pacnpoCTpaHEHbl HA COOTBETCTBYIOUIYIO MOMYJIALIHIO.

Omnucanue cepumn CJIiydacB HJIM HCKOHTPOJIUPYCMOC HCCIICAOBAHHUC WM MHCHHUC
9KCIICPTOB.

IIkana oneHKH ypoBHei 10cTOBepHOCTH A0Ka3aTeabeTB (Y /1) niast meronos
JAMATHOCTUKM (AMATHOCTHYECKMX BMEIIATEIbCTB)

YA

Pacun¢pposka
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CucremMaTn4eckre 0030pbI MCCIIEIOBAHUN C KOHTPOJEM pe(epeHCHBIM METOIOM HIIH
1 CHCTEeMaTHYeCKH 0030p paHIOMU3UPOBAHHBIX KIMHHYECKUX HCCICAOBAHUN C
NPUMECHECHHEM MeTa-aHaIn3a

OTI[GJ'IBHBIC HUCCICA0BaHHA C KOHTPOJIEM pe(bepeHCHBIM METOAOM HJIN OTACIBbHBIC
PAHOAOMHU3UPOBAHHBIC KIMHUYCCKHUE HMCCICAOBAHUA KW CHUCTEMATHUUYCCKHUE 0630pBI
I/ICCJ'IGI[OBaHI/Iﬁ JIF00O0T0 Z[H3aﬁHa, 3a MCKIIFOYCHUEM PAHAOMHU3HUPOBAHHBIX KIIMHUYCCKHUX
HCCJ’IGI[OB&HI/If/i, C IPUMCHCHUEM METa-aHaJIn3a

HccnenoBanust 0e3 1OCIENOBAaTEIbHOTO KOHTPOJIS pPedEepeHCHBIM METOIOM WU
UCCIICIOBAaHUS. C pEPEepeHCHBIM METOA0M, HE SBISIONIMMCS HE3aBUCHMBIM  OT
HCCIIEyEMOI0 METOJia WM HEPaHIOMHU3MPOBAaHHBIE CPAaBHUTEIbHBIE HCCIEIOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIEA0BAHUS

4 HCCpaBHI/ITeHBHBIe HCCIICAOBAaHNMsA, OIIMCAHUE KIIMHUYCCKOT'O Ciry4as

5 Nmeercs nuuib 000CHOBaHUE MEXaHU3MA JEHCTBUS UJIM MHEHHE SKCIIEPTOB

2. Ocnoenan yacme.
1) Benenue. bone3nr Bunnebpanna (bB) - namnbonee pacripocTpaHeHHas HacleICTBEHHAs
KoaryJonartusi, 00yCIOBJICHHAs CHIDKCHHEM KOJMYECTBa WJIM HapylieHneM (QyHKIuu (axropa
Bwinebpanna (VWF).

bB — ¢deHoTunuuecku rereporeHHas KoaryJjomaTHs C ayTOCOMHO-PELIECCUBHBIM HIIH
ayTOCOMHO-IOMMHAHTHBIM THUIIOM HacjeloBaHUsA. Bbicokas BapuaOenbHOCTh HE TOJIBKO
KJIMHUYECKHUX MPOSBICHUNA CO 3HAYUTEIBHBIM KOJIMYECTBOM JIETKUX U MAJIOCHMIITOMHBIX (OPM,
HO u usaboparopHbix mokazateneit (FVII, RIPA, vWF, vWF:Ag, vWF:CB) npu BB
oOycrnoBieHa reHetTnueckumu MytauusiMu B rene VWFE. Ilockonbky mpupona reHeTHYecKHx
negekToB  pa3HooOpa3Ha, 3a0o0jeBaHUME  XapaKTePU3yeTcs  IIUPOKUM  KIMHUYECKHM
MOJIMMOP(HU3MOM.

CymectByeT psia (hakTopoB, BIUSIOMNX Ha TeueHne bB, cpean KOTOpBIX BBIIENSIOT:
- BHyTPEHHHUE - TeHeTHYecKue MyTauuu B reHe vWE;
- BHEIIHWe-TPylNa KpPOBM NAalMeHTa, CTpecc, (U3NYECKHe Harpy3ku, OepeMEeHHOCTb,
BOCTaJICHUE.

BB Bcrpeuaercs y 0,5-1% HaceneHus, pacnpOCTpaHEHHOCTh KIMHHUYECKH 3HAYUMBbIX
¢opm BB — 1—2 na 10 000 uenosek; bB 3 tuna Bctpeuaercs ¢ yacrotoit 1:500 000 yenosexk.
[Tpu-6musutensHo y 70% mauuentoB ¢ BB 3a0oneBanne nMeeT jierkoe KIMHUYECKOE TEUEHUE, Y
OCTAJIbHBIX HAOIIOJAIOTCS CPEIHETSDKENbIC WM TSDKENbIe KIIMHUYECKHE TPOSBICHHUS TeMoppa-
TUYECKOTO cuHapoMa [1].

2) Onpenenenus
AHTHreH (akropa Buiiedpanaa - nabopaTopHbIM MOKa3aTenb KojduuyecTBa Oenika (axropa

Buinebpanna.
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AKTHBHOCTH (pakTOopa Buiiedpanna - mabopaTopHbIi MOKa3aTeslb KOPaKTOPHOW aKTUBHOCTH
¢daxTopa Bunnebpanna.

AHanu3 MyJabTHUMepoB akTopa Buinedpanaa - ananus cTpykrypsl ¢axtopa BuneOpanga
METOJIOM 3JIeKTpodopesa.

Bose3nbs Bunsiedpanaa - HaciencTBeHHBIN aepuuut uian GyHKIUMOHATbHAS HEAOCTATOYHOCTH
dakropa BumieOpanna.

BBenenune reMoCcTaTH4eCKOro JeKapcTBeHHOro cpeacrsa (nanee — JIC) — Bun neuenus, npu
KOTOpPOM BBejicHHE KOHIleHTpaTa ¢akTopa (dakropoB) cBepThiBanus KpoBu (mamee — KDCK)
VII wm VIII+vWF ocymecTBiastor mo (akTy BO3HUKHOBEHHUS KPOBOTCUYECHHS C IIENBIO
remMocTasa;

I'eMapTpo3 - KPOBOU3IUSHUE B IIOJIOCTh CyCTaBa.

I'eMmaToMa - 5TO OrpaHUYEHHOE CKOIUICHHE KPOBH MPHU 3aKPBITHIX M OTKPBITHIX MOBPEKIACHUIX
OpPraHoOB U TKaHEH ¢ pa3pbIBOM COCYJOB, B PE3yJIbTAaTE Yero o0pa3yercs MOJIOCTh, COJEpIKalas
KUAKYIO UM CBEPHYBLIYIOCS] KPOBb.

I'emaTypus - HaTM4KE KPOBU B MOYE CBEPX (PU3HOIOTUIECKUX HOPM.

I'emoduaus A - HacnencTBeHHbBIN AehunuT hakTopa cBepThiBaHUsA KpoBu VIII
I'eMocTaTHyeckasi Tepanus - TEPaIus, HaPaBJIeHHAs HA OCTAHOBKY KPOBOTEUYECHHSI.
Nmmynnbiii mnarnouTop — anturena k ®CK, Onoxupyroime (yHKIHMOHAIbHYIO aKTUBHOCTD
®CK mamuenta umu ®CK B coctabe KOCK;

Koarynorpamma - nccieioBaHue CBEpTHIBAIOIICH CUCTEMBI KPOBH.

Koaryjgonatusi — HapylleHUe CBEpTHIBAaHUS KPOBU HACIEACTBEHHOIO WJIM HPUOOPETEHHOIO
xapaktepa, oOycioBieHHoe aepuiutom (daktopa (paxkTOpoB) CBEPTHIBAHHS  KpPOBH,
K®CK - remocratuueckoe JIC, comepxamee ®CK uam MX KOMIUIEKC, MPUMEHSEMOE IS
OCTaHOBKH WIH MEAULIMHCKON npoUIaKTUKH KPOBOTEUEHMII;
Mexnynapoanasi eqmauna aktuBHocTH (Aasee — ME) ®CK — enuHuna u3MepeHus
aktuBHocTH PCK. 3a ogny ME aktuBnoctu ®CK ycnosno npunsara 100 % aktuBnocts @CK,
coJiepskanierocst B 1 M HopManbHON JJOHOPCKOM Ij1a3Mbl (1y:1) (CTaOMIN3UPOBAHHON UTPATOM
HaTpus B COOTHOLICHUH 9:1);
Oana exununa bere3na (mamee — BE/mn (anrm.: Bethesda Unit mnum BU/ml) — ypoBenb
COJIEpXKaHUsl MHTMOMTOpa B TJIa3M€ KPOBH MarMeHTa, KOTopoe MpuBOIUT K 50 % CHIKEHHIO
aktuBHOCTH DCK;

IIpodgunaxkTuyeckoe BBeAeHue remocratnuecknx JIC — Bup siedenus, mpu KOTOPOM MPOBOJAT
perynsapHoe BBeneHue KOCK s mopnepkaHus JOCTaTOYHOTO JUIsl NPEAOTBpAILEHUs
KpOBOTEUYEHMsI YPOBHsI ocTaToyHOU koaryisuuoHHoil aktuBHoctd PCK VII u (umm) vWF B

Ij1asMe KPOBH IMAILIUCHTA,

50



Cunapom Buiiedpanaa — npuoOpereHHas nmoteps akTuBHocTH VWF B TOM cityuae, ecin
KIIMHUYECKHIE CUMIITOMBI ¥ Pe3yJIbTaThI IA0OPATOPHBIX OMPEICICHHI HE COOTBETCTBYIOT
aHamHe3y 3a00JIeBaHHUS,
Cneunduueckass aktuBHOCTb (1aj1ee — CA) KOCK (4uncrora) — coliep:KaHue KeIaeMoro
®CK 110 OTHONIICHHIO K IPYTUM MPUCYTCTBYIOIIMM cocTaBiisiromumM B JIC, ME/Mr obmero
Oelka;
DakTop cBepPTHIBAHUSI KPOBH - OCJIOK, COACpXKAIIUKCA B IJIa3Me KPOBU U TPOMOOIUTAX U
o0ecrieunBaroIInii CBEPThIBAHNUE KPOBH.
®akTop BwueOpanaa — KpynHbIM MYJIbTUMEPHBIA TJIMKONPOTEWH IUIa3Mbl  KPOBH,
pedepentroe 3nauenne VWF ot 0,5 o 1,5 ME/min (50-150 %);
LeseBoii ypoBenb @CK — MUHUMAIBHO JOCTaTOYHAS aKTUBHOCTH fepunuranoro ®CK B kpoBu
naueHTa, 00ecrneynBaromias OCTAHOBKY KPOBOTECUCHHS.
3) Kuaccudgukanus

Komurerom no Hayke u cranmaptuzanuu (Scientific and Standardization Committee —
SSC) mpu MexnyHapoaHoM oOmiecTBe mo mpodiieMaM Tpombo3a m remocrasza (International
Society on Thrombosis and Haemostasis — ISTH) 8 2012 roay nepecMoTpeHa U yTBEpIKacHA
MexayHapoaHas knaccudukanus bB [2, 3] (tabmn. 1).

Ta6auna 1

Kaaccuduxkanus 6os1e3uu Buiiebpanna

Tun XapakTepucTHKA

I YactuyHblil KomuuecTBeHHBIN Aepurut vWF

| KauectBennas HemoctaTouHOCTE VWF

KauectBennsiit aeguuut vWF co cumxennem vWF-3aBucumoii aaresueit
A TPOMOOILIMTOB U U30JUPOBAHHBIM J1€(DULIUTOM BBICOKOMOJIEKYJISIPHBIX

MyJnbTUMEPOB VWE.

1B Kauectennsrii nedpunut vWF ¢ nossimenuem cpoacta k GPIb tpomboninTos

KauectBennsiit nepunur vWF co camxennem vWF-3aBucumoit anresueit
M TPOMOOLIMTOB 6€3 U30JIMPOBAHHOTO J1e(PUIINTA BEICOKOMOJIEKYIISIPHBIX

MyJIbTUMEPOB VWF

1IN 3HaunTtenpHoe cHIKeHne crrocoonoctr vVWF csaseiBatees ¢ FVIII

i [IpakTnuecku nonnoe orcyrcreue vWF

51



bosae3ns Buaieopanga tuna I u I11:

BB tuna 1 BcTpewaercs Hambonee wacto, cocrtaBisis oTr 55 go 70% Bcex
JMarHoCTUpoBaHHbIX ciydaeB. IIpu BB Tuma I xonmuectBo vVWF B omnpeneneHHON CTEeHU
CHIDKEHO, HO (DYHKIMS KaKJI0M MOJeKynbl coxpaneHa. bB tuma IIl — nHanbonee Tsokenas ¢popma
Oosie3HH, Tak Kak VWF IpakTHYeCKH MONTHOCTBhIO OTCYTCTBYET. [10CKONMBbKY OHOM M3 QYHKITUN
vWF sBisercs cBaspiBanue ¢ FVII u ero 3amura OT NMpekIeBPEMEHHOrO MPOTEOIU3A, IS
nanueHToB ¢ bB tumna III xapaktepHo He Tosnbko oTcyTcTBUE VWF, HO 1 ouenb Huskas FVIILC.
Jis KynupoBaHHsSI OCTPHIX KpPOBOTEUEHHMM TakUM MalueHTaM Heobxoaumo BBoauth VWF u
FVIIL BB tuna I II BcTpeuaercs penko, Tonbko y 1-3% nanuenTtos ¢ bB.

BoJjie3ubs Buiedopanna tuna I1: V nanuenTos ¢ BB tumna Il HaGmonaroTes kKaueCTBEHHBIC
nedextsl VWF, KoTOpble y OONBIIMHCTBA MAIMEHTOB BBIPAXKAIOTCS B HE MPOMOPIHOHATBHOM
camkennu VWF:RCo (umu vWF:CB) unun vWF:FVIIIB no otHomenuto k xonudectsy VWE,
ompezenseMomy 1o ero antureny (VWF:Ag). JIns MuarHoCTUKY U KIacCHU(PHUKAIMU MOATUIIOB
BB Tuna Il ucnons3yroT aHanmu3 cTpykTypsl MyiabTuMepoB VWF (¢ momomisio anekrpodopesa B
arapo3HoM rejie, B KOTOPOM MOYKHO BU3YaJIM3UpOBaTh MyJbTHUMeEpHI). Kiaccudukanus noaruna
bB Tuna Il sBmsercs Hambonee CIOXKHOW 3ajadeild, BCJICACTBHE TE€TEPOTCHHOCTH
(GYHKIIMOHATIBHBIX U CTPYKTYPHBIX J1e(heKToB [4].

Tun II A: Y namuentoB ¢ bB tuma IIA nHabGmromaroTcss W30JMPOBAHHBIN aeduIUAT
BBICOKOMOJIEKYJIIpHBIX ~ MyJapTuMepoB VWEF u  cHmwxkeHHas VvWF-3aBucumas aaresus
TPOMOOLIUTOB. DTO CBSI3aHO C TMOBBIINIEHHOW YYyBCTBUTEIBHOCTHIO K METAJUIONPOTEHHA3e
ADAMTS-13, koTtopast pacuIemisieT CBEPXBbICOKOMOJIEKYJIsSIpHbIe MyinbTuMepbl VWF, umm ¢
nepexramu  cOopku MyiabtuMepoB VWEF  BciiencTBHMe HapylleHHMs JUMEpU3alMd WK
MYJIbTUMEPHU3ALIH.

Tun II B: Tun [IB BB Bkitouyaer pa3zinuuHble BapHaHThl KauecTBEHHOro aedexta VWE,
BhIp@Xarolecss B ero mnoBblIeHHOM cpoactBe Kk GPIb TtpombGonuToB. BceneacrBue
noseiieHHOro cpoactBa VWF  k  GPIb  cBs3piBaHue KpymHBIX BBICOKOMOJIEKYJISIPHBIX
mynbTuMepoB VWF ¢ TpombGouutamu npoucxoaut 6onee 3pPpexTuBHO, MOATOMY OHM ObICTpee
MOABEPrarOTCs PacUICIUICHHUIO MO AecTBUeM MetaiionpoTenHassl ADAMTS-13. CnenctBuem
3TOrO SIBJSIETCSl YMEHBIIEHUE KOJIMYECTBAa KPYNHBIX MyinbTHMepoB VWF. B penxux ciydasx
nossimieHHOe cpojactBo VWF k GPIb He compoBoxmaercss moTepel BBICOKOMOJIEKYISPHBIX
mynbTuMepoB VWF, u oOHapyKuBaeTcsi HOpMajbHasi TPHUIUIETHAs CTPYKTypa MYJIbTUMEpPOB
vWF [4]. BB tuna IIB xapakrepusyercs MOBBIILIEHHOW pPHUCTOLETHH-UHIYLIMPOBAaHHON
arperarueir TpomoorutoB (ristocetin-induced platelet aggregation — RIPA) mox nefictBuem

HU3KWAX KOHIIGHTPAllUd PUCTOINETHHA. Y TAIMEHTOB YacTO OTMEYaeTCs TPOMOOITUTOTICHUS
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pa3INYHON CTENEHU BBIPAXKEHHOCTH, KOTOpash MOXET YCHUJIMBATHCS IPU CTPECCE WU IOA
nericreuem DDAVP.

Tun II M: Tun [IM BB BrirouaeT pa3znuyHble BapuaHTHl KauecTBEHHOTO aedekra VWE,
BbIpaxkatonrecs B cHkeHun vWF-3aBucumoit aare3un TpoMOOLMTOB 0€3 H30JIMPOBAHHOIO
nedunuTa BICOKOMOJIEKYIISIPHBIX MyJIbTHMEepoB VWF. OyHKIIMOHANBHBINA edheKT 00ycaoBieH
MyTalMsiMU, B pe3yjibTaTe KOTOPHIX MPOUCXOAUT HapylieHue cBsizbiBanus VWF ¢
TpoMOonuTaMu WK cyOdHgoTenueM. [loHIKEHHOE CBSI3BIBAHUE C TPOMOOIMTAMH CHHXKAeT
JIOCTyHOCTh MysibTUMEepoB VWF s pacuierienus MmeramionporenHazoi ADAMTS-13, B
CBS3M C ATHM pachpesenenue MyiastumepoB VWF mo MonekymsipHoil Macce coxpansiercs 6e3
W3MEHEHUH TIOCTIe MX CEKPEIHH SHIAOTEIHATbHBIMUA KIETKaMu. Y OOJBIIMHCTBA OONbHBIX BB
tuna [IM nabnronaercst HenponopuroHanbHo HU3Kast VWF:RCo otHocutensno vVWF:Ag.

Tun II N: Y naruentoB ¢ bB tuma IIN umeercs nedexkr vWF B Mecte cBsizbiBanus ¢ FVIIL. B
pe3ylbTaTe 3Toro He MoxkeT oOpa3oBaThes komiuieke VWF—-FVIIL. Jlannsiii Bapuant bB
omnpenenstor ¢ nomoinbio Tecta cBsizbiBanus VWF ¢ FVIII [5]. ¥V MHOruX mainueHToB ¢ 1aHHBIM
BapuaHToM bB panee nuarnoctupoBanu reMopuianio A J€rkoi Ui yMepeHHOU CTEeHU
soxectd (FVIIL:C coctaBnsier 5-22%). lns neuenust kpoBoreueHuid y nanueHtos ¢ bB tuma [IN
HE0OXOAMMBI KOHIICHTPATHI, coaeprkanue kak VWE, tak u FVIIIL.

MyJabTHMepHAas CTPYKTYpa pakTopa 3a00/1eBaHUs B 3aBUCMMOCTH OT TUNA 00J1€3HH

Buaneopanaa

~¢— DBBICOKOMOIEKY1ApHEIE
MYIETHMEPEI

«— CpeaHeMOnexyTApHEIE
MYIETHMEPEI

HuzromonexkyrapHsie
MYIBETHMEDPEI

Hopma 2Atin 2B tenm 3 THO

IIyTu HacnenoBanusi 6os1e3uu o Busieopanaa

Tun 1 BB AyToCOMHO-AOMUHAaHTHO
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Yacrora nposiBinenus ~70%
BB 2 Tnna 2A, 2B 1 2M AyTOCOMHO-JOMHHAHTHO
2N AyTOCOMHO-PEIIECCUBHO
BB 3 Tuna AyToCOMHO-pEIIECCUBHO
Taoauna 2

IIpuobGperennas 60Jie3Hb (poH BuiiiedOpanaa npu pasjM4YHbIX 3200/1eBaHUAX

310KkavyecTBeHHbIE 32001€eBaHUS * MOHOKJIOHAJIbHAs TaMManaTusi HEOIpPeIeICHHOIO
3HAUYCHMUS,

* MHOXeCTBEHHAss MUEIIOMA;

* HexomxckuHckas mumdoma;

» Xponunyeckas nuMdonrTapHas JeHKeMus;

» MakpornoOynunemusi Banpaencrpema;

* DcceHnuanbHas TPOMOOIIUTEMUS,

* UcTHHAA TOJINITMTEMMUS,

* XpOoHUYECKAsT MUEIIOUIHAS JICUKEMHUS;

* Hedpobnactoma.

I/IMMyHOJIOFI/I‘leCKHe 3a00/1eBaHus * Cucremuas KpacCcHasd BOJIYaHKa

Jpyrue 3a00;1eBaHus * ['unotupeouu3m;

* Jlebekt MexoKeTyJIOUKOBOM EPEropoIKH;
* AOpTaJIbHBIN CTEHO3;

* [Iponanc MuTpanbHOro KiamnaHa;

* XKenynouHo-KuIIeyHasi aHTUOANCILIA3US;
* Ypemus;

* ['eMOrn00MHONATHH.

JIeKapCTBeHHLIe npemnaparnol ° BaJ'II)HpOGBafl KHCJIO0Ta,

* Griseofulvin, Ciprofloxacin.

3. Memoowl, n00x00vl, npoyedypvl OUAZHOCIMUKU U J1e4eHU

PusukaabHOE 00CIeI0BAHUE

Pekomenayercss y Bcex MalMEHTOB MpH AuarHoctuke BB obOpamate BHUMaHHe Ha
HaJIMYue KOXXHOTO TIeMOpPPAard4eckoro CHHIpPOMAa pa3IMYHOM BBIPAXKEHHOCTH B  BHJE
MHOKECTBEHHBIX HSKXMMO30B M TE€MaroM MATKUX TKaHel. OCMOTp MO3BOJSET ONPEAEINUTh
TSKECTh COCTOSIHUA MallMeHTa U HEOOXOJUMOCTb MPOBEIEHHs Cenn(UIecKoi 3aMeCTUTEIbHOM
u/wim remoctarndeckoit tepanuu [10, 17]. Vposens ybeoumenvnocmu pexomenoayuii D

(yposenv docmoseprocmu doxkazamenvbcms - \)
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KoMMeHTapuu: BO3MOXKHO BBISIBJIEHHE MPU3HAKOB MOPAXXEHUS CYCTaBOB B BUAE IedopmMaiuu,
OTEKa U JIOKAJLHOTO TOBBIIICHUSI TEMIIEPaTypbl KOXKH (OCTPBIA TeMapTpo3) W/WIH MPU3HAKOB
HApYIICHHS MOJBMKHOCTH, 00beMa JIBIXKEHUH CYyCTaBOB, THIOTPO(UN MBI KOHEYHOCTH Ha
CTOPOHE MOPaXEHHOT'O CyCTaBa, HapyllIeHUe MoXoaku (aegopmupyromias aprponatus) npu bB 3
tuna. [Ipu ocMoTpe Takke MOTYT ObITh OOHAPY>KEHBI KPOBOTEUEHHUS M3 CIM3UCTHIX (HOCOBBIE,

JIECHEBBIE, JIYHOUKOBbIE, MEHOpparun).

JlaGopaTopHasi A7MArHOCTHKA

- PexoMeHnayeTrcs BceM TNamMeHTaM ISl JAMArHOCTHKM BB mepBeIM 3TanmoM IUarHOCTUKU
Ha3HaueHHWE OOINEro aHajiu3a KPOBH M IOJACYET KOJMYECTBA TPOMOOIUTOB 1o DOoHHMO st
Bepudukanuu gumarnosa [2,8]. Vposeuwv yoeoumenvnocmu pexomenoayuii D (yposenw
oocmoseprocmu dokazamenvbems - V).

- PexoMenayeTrcs BceM MalMeHTaM JUIsl JAMArHOCTHMKKM BB TepBbIM 3TamoM auarHOCTHUKU
Ha3HAYCHHUE KOAryJIOrpaMMBbl: aKTUBUPOBAHHOE YaCTHYHOE TpoMmOoruiacTuHoBoe BpeMsi (AUTB),
nporpombunoBoe Bpems (I1B), tpomOunoBoe Bpems (TB), koHmentpanuio ¢pudOpuHOreHa (mo
Knayccy), nns Bepudukanmu auaruosa [2, 8]. Vposens ybeoumenrvnocmu pexomenoayuii D
(yposernv docmoseprnocmu dokazamenvcms - V).

- PexoMeHIyeTcst BceM MaleHTaM MPOBEJCHUE BTOPOTO dTara JUArHOCTUKU - CHEIH(PHUSCKIX
Koarynojoruueckux Jjabopatopueix TectoB: VWEF:Rco/vWF:Ag, FVIIL:C, wuccnenoBanue
arperaiii  TPOMOOITUTOB C OCHOBHBIMH HMHIYKTOPAaMH - PHUCTOLIETHHOM, KOJUIATCHOM,
aneHosuHdocpatrom (AP), TpomOuHOM, aapeHamuHoM, RIPA B JByX KOHIEHTpaLusX,
vWF:CB, MynsTHMEpHBIA aHanu3 ¢ Ienabio Bepudukamuu auarmoza bB [3, 4, 8, 19, 23].
Vposenwv yoeoumenvrocmu pexomenoayuii D (ypoeenv docmoseprnocmu 0okasameibeme - V).
KommenTapuu: B cnyuyae nono3penust Ha bB 2B Tumna arperanus ¢ pucToneTuHOM IpOBOANUTCS
B JIByX KOHUeHTpauusx, Cnenuduyeckne TecThl MOTYT OBITh  BBINOJIHEHBl B
CHELMAIM3UPOBAHHBIX LEHTpax MO JieyeHUto koarynomatuil. Jns auddepeHnprambHOR
JMarHOCTUKH B HEKOTOPBIX CIy4asx TpeOyeTcs HccieqoBaHue (YHKIIMOHATBLHOW aKTHBHOCTH

TpoM6o1uTOB (PAT) METOOM IPOTOYHON TUTOMETPHH.

- Pexkomennyercss B KadecTBE TPEThEro HTala JUArHOCTUKM MAIlMEHTaM Ul HCKIIOYEHUS
npuobperenHoro nepunura VWF u ¢ menpio npeHaTaabHOW TUArHOCTHUKU IPOBEACHUE
MOJICKYJIIPHO-TEHETHYEeCKOW  nuarHocTuku  Hapymenuddn VWF  [18, 24].  Vposens
ybeoumenvrocmu pexkomenoayuil A (yposeno 0ocmoseprnocmu ookazamenvems - ).
HNuaTepnperanust 1a60paTOPHBIX HCCJIEIOBAHUI:

OO0muii aHaJIM3 KPOBM: OIPEIENIAETCS aHEeMMsS NPU 3HAUYUTENBHBIX WIM PELUAUBUPYIOLUIMX

KpOBOTEUEHMSIX; TpoMOouuTonenus rpu tume [1B 6one3nun Bunnebpanna.
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Koaryjgorpamma: Moxer HaOIIOAaThCs  YAJMHEHHWE  AaKTUBUPOBAHHOIO  YaCTHMYHOIO
TPOMOOIIIACTUHOBOTO BPEMEHH INPH HOPMAIBHBIX ITOKA3aTENAX MPOTPOMOMHOBOTO BpPEMEHH,

TpOM6HHOBOFO BPCMCHU, YAJIMHCHUEC BPCMCHU KPOBOTCUCHUS.

Tabauua 3
OCHOBHbIE XapaKTEPUCTHKH Pa3JIHYHBIX TUNIOB 0oJie3HN Buiieopanna [1-3]
Tun VIIL | VWF:Ag VWF:RCo VWF:RCo/VWF:Ag
3a00J1eBaHUA
I lNHHH | mma N ! >0,7
A | N ! <0,7
1B lNHHH |l mma N l O6b14ynO < 0,7
M lNHHH | mm N ! <0,7
1IN l | mma N HOpMa >0,7
m Pesko | IIpakTuuecku [IpakTnuecku i
! OTCYTCTBYET OTCYTCTBYET

HNucTpymMeHTaNTbHAS TUATHOCTHKA
- PexoMeHayeTcs manueHTam i yTouHeHus nuarHoza bB u nposenenus nuddepenimanproii
JIMaTHOCTUKU C JPYTUMH 3a00JICBaHUSMH C BO3MOXKHBIM HAJIMYHEM TIeMOPPArHYecKOro
cunapoma [10].
[To moka3zaHUSIM POBOISATCS:
- D30(aroracTpoyoICHOCKOIIHS;
- YIIBTPa3BYKOBOE HCCIIEI0OBAaHIE CyCTaBa;
- YIIBTPa3BYKOBOE HCCIIEI0OBAaHIE OPTaHOB OPIOIIHOM MOJOCTH;
- YIBTPa3BYKOBOE HCCIITIOBAHNE MOYEBBIBOISIINX ITyTEH;
- YABTPa3BYKOBOE HCCIIEIOBAHUE 3a0PIOIIMHHOTO TPOCTPAHCTBA;
- YABTPa3BYKOBOE MCCIICIOBAHNE MATKH U MPHIATKOB,;
- MAarHUTHO-PE30HAHCHAs TOMOTpaus CycTaBa, MSTKUX TKaHEH;
- MarHUTHO-PE30HaHCHAsi TOMOTpa(usi TOJIOBHOTO MO3Ta;

- peHTreHorpadus cycrana;
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- KOMIIBIOTEpHAsi TOMOTpadHsi OPTraHOB TPYAHOHN KIICTKH;
- KOMITBIOTEpHAs: TOMOTpadus TOJIOBHOTO MO3Ta;
- PUHOCKOITHSI;
- KOJIBITOCKOIIHS;
- PEKTOPOMAaHOCKOIIHST;
- KOJIOHOCKOTIHSL.
Yposenwv yoeoumenvrocmu pexomendayuii D (ypoeenv docmoseprnocmu 0okazamenvbema - \)
KommenTapum: WHCTPYMEHTAJIbHAS JIMarHOCTHKA MO3BOJISICT BU3YAIIU3UPOBATh
KPOBOTCUCHHSI/KPOBOMBIUSHUS PA3IMYHBIX JIOKATHM3AIMid, a TaKKe BBIIBUTH OCIIOKHCHHUS,

pa3BUBILIMECS BCIEACTBUE FEMOPPArMuECKUX MPOSBICHUM.

Koncyapranum cnenuajucron

- Pexomennyerca mnaumeHtamMm ¢ bB g noaTBepikaeHMS HaIMYMS  TEMOPPArvMyecKUx
NpOSIBJIEHUH (WM X TOCIeAcTBHit) [7, 23].

IToxa3zanus 11 KOHCYJIbTAIUM Y3KUX CHEHHAJINCTOB:

KOHCYJIbTAllUsl XUpypra — OIpEAeJeHUEe IOKa3aHUW JJs XUPYPru4ecKMX BMEUIATENIbCTB;
KOHCYJIbTaIMsl IeNaTojIora — JMarHoCTUKa U JICYEHUE BUPYCHOI'O IeNaTUTa;

KOHCYJIbTAIlsl OTOPUHOJIAPUHIONIOIa — OCMOTP CIIM3MUCTBIX O000JIOYEK HOcCa, JIMarHOCTUKA
MCTOYHUKA KPOBOTEUEHHUS, JICUEHHE BOCTIAIUTENIbHBIX 3a001€BaHUM NPUIATOYHBIX IIa3yX HOCA U
CPEIHEro yxa,

KOHCYJIbTallMsl ~ KapAauojora — Koppekuus croiikoil Al, XpoHMueckoil cepaedHoin
HEJ0CTaTOYHOCTH, HAPYILIEHUSI PUTMA CEPICYHOM NEATEIbHOCTH;

KOHCYJIbTAIlMsl CTOMATOJIora — OIpe/ieJieHHe JOKaJIn3allui KPOBOTOYAIEr0 y4acTKa CIM3UCTOM,
HaJIM4Yue MOJBUKHBIX 3y00B, HH(PUIBTPATa B OKPYKAIOIIHUX 3y0 TKAHSIX;

KOHCYJIbTAIMs YpOJIoTa — ONPEAEIECHUE MMATOJIOTMH MOYEBBIICIUTEIILHON U ITOJIOBOM CUCTEMBI,
KOHCYJbTallMsl OQTalpMOJOra — OIpeldesieHue HapylIeHUs 3pEHUus, BOCHAIUTENbHbIC
3a00JIeBaHuUs IJ1a3 U IPUJIATKOB;

KOHCYJIbTalMsd HEBPOIATOJOra — JUArHOCTHKAa MW JICUCHUC OCTPOTO HAPYUICHHUA MO3IrOoBOI'O

KpPOBOOOpaIlIeHus;
KOHCYJbTAIllMsl HEUpOXHUpYpra — ONpeleNieHHe TMOKa3aHWi Juii HEHpOXUpPYpPrHUECKUX
BMEIIATCIILCTB,

KOHCYJIbTaIMsl HHPEKIIMOHNCTA — [T0103pEHIE Ha BUPYCHBIE, OaKTepraIbHble NHPEKIINN;
KOHCYJbTAIlMsl pEeBMaTojora — TOJO3pEHHE Ha HaJIW4Yhe CHCTEMHOro 3a0o0JjieBaHMS
COCIMHUTENILHON TKaHU;

KOHCYJIbTallHs ACPMATOBCHECPOJIOra — TUarHOCTHKa KOXKHO-BECHEPOJIOTUICCKUX 32160J'I€B21HI/II\/’I;
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KOHCYJIBTAIHsI OHKOJIOTa — IMarHOCTUKA COJMIHBIX OITYXOJIeH;

KOHCYJbTaIMs (pTu3naTpa — AMarHocTHKa TyOepKyesa;

KoHCyJNbTaus Hedponora (3ddepenTonora) — onpeneneHne NOKa3aHUN K TEpauy MOYCIHON
HEJIOCTaTOYHOCTH;

KOHCYJIBTAIHSI IICUXO0JIOTA — JICYCHUE U MPEITYTPEKICHUE TICHXOJIOTHUECKUX PACCTPOMCTB;
KOHCYJbTAIsl TpaHc(y3uoaora — JUisi moadopa TpaHCHY3HMOHHBIX CPeJ MPH IMOJIOKUTETEHOM
HENpsSIMOM aHTUTTIOOYJIMHOBOM TecTe, Hed()(HEKTUBHOCTH TpaHCPY3HH, OCTPOW MaCCHUBHOU
KPOBOTIOTEPE;

KOHCYJIbTAIlMsl PEaHMMAToJIoTa — YCTAaHOBKA IIEHTPAIBHBIX BEHO3HBIX KATETEPOB, JICUCHHE
TSDKEJIOTO CeTcuca, I0Ka, IPYTHX JKU3HEYTPOXKAIOLINX COCTOSHUI,

KOHCYJbTAIlMsl THHEKOJIOTa — OIpEJeIEHUEe NaTOJIOTUM OpPraHOB MaJoro Ta3a, HCTOYHUKA
KPOBOTECUCHUH.

Vposenv yoeoumenvrnocmu pexomendayuii D (yposenv docmoseprnocmu dokazamensems - V)
KomMeHTapuM: KOHCYJbTAllMM Bpavell IO3BOJSIIOT ONPEACIUTh HApyIICHHS B Pa3IMYHBIX
opraHax u cHucTeMax  BCIIEICTBHE COCTOSIBIIIETOCS (mepeHeceHHOTO  paHee)

KpOBOTG‘IGHI/IH/KPOBOI/ISJII/IHHI/IH.

JlomoJTHUTeIbHbIE HCCJIeI0BAHNUS

- Pexomennyercst npu auarHoctike bB B ciiydae HEBO3MOXKHOCTH MPOBEACHUS MOTHOLIEHHOTO
TPEXATATHOTO KOArYJOJIOTMYECKOrO OOCIeNOBaHMSA, a TaKKe B ClIydae KOHTPOJS TEepamuw,
BBITIOJTHEHHE MHTETPajbHBIX TECTOB OIEHKM TeMOCTa3a Ui BBIABICHUS W MOHHTOPHHTA
HapyIlIEeHUH B CBEpPTHIBAIOIIEH CUCTEME KPOBU - TPOMOOIMHAMUKH, TPOMOO3IacTOrpaduu, TecTa
reHepanuu Tpombuna [3, 16, 33].

VYposenwv yoeoumenvrocmu pexomenoayuii C (yposens docmoseprocmu ooxkazamenvems - 1V)
KomMmeHTapum: MHTErpajgbHbIE TECTHI - 3TO JJAOOpAaTOpPHBIE HCCIEIOBAHUSA, KOTOpPBIE in Vitro
UMHUTHPYIOT OOJBIIMHCTBO (PU3HONOTHYECKUX IPOIECCOB OCTAaHOBKHM KpoBoTeueHHMs. OHU He
AHATTM3UPYIOT OT/AEIbHBIE (PAKTOPHI CBEPTHIBAIOIICH CHCTEMBI, @ XapaKTePHU3YIOT KOHEUHBIN 3Tl
BCEro Kackaja CBEPTBHIBAHUS - Ipollecc MpeBpaiieHue GpudpuHoreHa B GuOpuUH U 00pa3oBaHue

(GuOPHUHOBOTO CrycTKa.

OcHoBHBbIE (00513aTeJIbHbIC) IMATHOCTHYECKHE 00C/1eI0BAHNS, IPOBOAUMbIE HA
amM0yJ1aTOPHOM yYPOBHe:
- OAK;
- KoaryjorpaMma, BKIJIOUaromas NpoTpoMOMHOBOe BpeMs 1o KBuky, ¢ubpuHoreH,
AKTHBHPOBAHHOE YaCTUYHOE TPOMOOIUIACTUHOBOE BPEMSI, TPOMOMHOBOE BPEMS;

- onpenenenre akTuBHOCTH (pakTopos VIII;
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- OTpeieNIieHHe aKTUBHOCTH MHTHOUTOPOB K (aktopam VIII;
- VWF:.AgQ;
- VWF:RCo;

- Ipymna KpoBU U pe3yc GpakTop.

JlonoJIHUTe/IbHbIE TUATHOCTHYECKHUE 00C/IeI0BAHNS, IPOBOAUMbIE HA aMOYyJIaTOPHOM
YPOBHe:

- OAM;
- m3yuenue cootHomenus VWF:RCo/ VWF:Ag;
- myuenne VWF:CB/VWF:Ag;
- RIPA B 1ByX KOHIICHTpALIMSIX;
- MyJabTUMepHBIN aHanmu3 VWEF B miasme;
- OMOXMMHUYECKUIl aHanmu3 KpoBH (00muit O6enok, anmbOyMuH, oOmuMi OMIMpyOuH, - - TIPSIMOKN
OowmpyOuH, kpeatuauH, MoueBuHa, AJlaT, ACaT, riroko3a, C-peakTUBHBIN OCIIOK);
- N®A nHa Mapkepbl BUPYCHBIX TrenaTHUTOB (pa3 B TOJ U IOCiH€ TIeMOTpaHCHYy3ud W
XUPYPrUUYE€CKUX BMEIIATEIbCTB COIMVIACHO COOTBETCTBYIOIIUX IPOTOKOJOB JHUAarHOCTHUKU U
JIeYeHUs1 U HOPMATHUBHO — IPABOBBIX aKTOB);
- IIIIP na mapekepnl remnarutoB B m C mpu nonoxurenbHblx TecTax MDA Ha Mapkepbl
BUPYCHBIX T€IAaTUTOB;
- MDA na mapkepst BUY (pa3 B roa u nocine reMoTpancdy3uil U XUPYPrUYECKUX BMEIIATEIbCTB
COTJIACHO COOTBETCTBYIOIIMM HOPMATHBHO — MPABOBBIM aKTaM B 00JIACTH TPaHC(Y3UOJIOTHH ),
- DKT;
- Y31 opraHoB OpromiHoOW MOJOCTH (TI€UYEHb, CENIE3CHKA, MOJHKEIYIOYHOM Keye3a, KEITIHbII
My3BIPb, TOYEK);
- peHTreHorpadusi OpraHoB TPYyIHOM KIETKH;
- pentreHorpadus CycTaBoB (B 3aBUCHMOCTH OT >XKaJloO mMareHTa BbIOMpAeTCs KOHKpETHas
aHATOMHUYECKasl 30HA);
- Y3U cyctaBoB (B 3aBUCHMOCTH OT kaJlod MaIMeHTa BHIOUpAETCsl KOHKPETHAsT aHaTOMHYeCKas
30HA);
- KOMIBIOTepHass ToMorpadus (B 3aBUCUMOCTH OT >kajo0 MmamueHTa BbIOMpaeTcs KOHKpETHas
aHATOMHUYECKasl 30HA);
- MarHUTHO — pe30HacHas ToMorpadus (B 3aBUCHMOCTH OT 3Kajo0 MalMeHTa BbIOUpaeTcs
KOHKpETHAsi aHaTOMHUYECKast 30Ha);

- Y3U opranoB majoro tasa.
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OcHoBHBbIE (00513aTe/IbHbIE) TUATHOCTHYECKHE 00C/IeI0BAHMS, IPOBOAMMbIE HA
CTALIMOHAPHOM YPOBHE:

- OAK;
- UD®A na mapkepsl BupycHbix renatutoB (HbsAg) (B ciyuae, ecnu HE BBINOJHEHO Ha
aMOyJIaTOPHOM 3Tare 0 FOCMUTAIM3AINH B IEPUOJ 10 3-X MECALIEB);
- MDA na wmapkepsl BupycHbix rematutoB HCV (B ciyuae, eciii HE BBIIIOJHEHO Ha
aMOyJIaTOPHOM JTare 0 TOCMUTAIH3AINH B IEPUO/T 10 3-X MECAIICB);
- UDA na mapkepsl Ha BUY (B citydyae, ecau HE BBIIIOJIHEHO Ha aMOyJlIaTOPHOM JTarie J10
TOCIUTAIU3AIMH B IEPUOJ 10 3-X MECALIEB);
- Koarynorpamma, Biirouaromas npoTpoMOMHOBOEe Bpemsi 1o KBuky, ¢ubpuHOreH,
AKTUBUPOBAHHOE YACTUYHOE TPOMOOIUIACTHHOBOE BpeMsl, TPOMOMHOBOE BpEMSI;
- onpenenenue aktuBHOCTH pakTopoB VIIL, B ciyyae nepBu4HON BepudUKaIMU IMarHO3a;
- Ollpe/ieTIeHHe aKTUBHOCTU UHTUOUTOPOB K (hakropam VIII, B cimydyae nepBuuHOM Bepudukanuu
JIMarHo3a;
- VWF:Ag, B citydae mepBUYHOM Bepr(pHUKALIUN TUATHO3A;
- VWF:RCo,B ciyyae nepBUYHON BepUPHUKAIIUN TUATHO34;
- Msyuenue cootHomenuss VWF:RCo/ VWF:Ag; VWF:CB/VWF:Ag B ciiyuae nepBUYHOMN
BepU(PUKALNN JUATHO3A;
- n3yuenne VWEF:FVIIIB B cinyuae nepBuyHOi BepupuKalum AMartosa;
- RIPA B nByX KOHIEHTpAIMAX B Clyyae MepBUYHON BepuUPUKALIUY AUATHO3A;
- buoxumnueckuii ananuz kpoBu (6enok, ansOymuH, AJlaT, ACaT, OunupyOuH, menoyHas
docdaraza, KpeaTHHUH, MOYEBUHA, TIt0K03a, C — pEaKTUBHBIN OEJIOK);
- OAM;
- ['pynna kpoBu u pesyc dakrop;

- PenTrenorpacgus opraHoB IrpyTHON KJIETKH.

JlonoiHUTe/IbHBIE ITMATHOCTHYECKH e 00c/1e10BAHUs, IPOBOAMMbIE HA CTAIIHOHAPHOM
YPOBHE:
- bakrepuonornyeckoe uccieoBanne OMOJIOTMYECKOT0 MaTepuaa,;
- CBIBOPOTOYHOE *Kele30, (eppUTHH;
- Pentrenorpadust opraHoB rpyHON KIETKU;
- Pentrenorpacgus cyctaBos;
- Oxokapauorpadus;
- Y31 opraHoB OprOmIHONW MOJOCTH (TIEYE€Hb, CEJI€3EHKA, MOKEITYTOUYHON JKeje3a, KETIHBIN

My3bIpb, IOYEK, MAJIOTO Ta3a);
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- Y3 cycTtaBoOB, MITKHUX TKaHEW;

- KommnbrotepHas Tomorpadus (B 3aBUCHUMOCTH OT ajlo0 MalnueHTa BBIOMpAeTCs KOHKPETHas
aHATOMUYECKasl 30HA);

- MaruutHOo — pe3oHacHas Tomorpadus (B 3aBUCUMOCTH OT >Kajo0 MalueHTa BbIOMpaeTcs
KOHKpPETHAasi aHaTOMU4eCcKasl 30Ha);

- O AC;

- Onpenenenne Helicobacterpylori;

- bponxockonus;

- Kononockonus;

- CyrouHoe MoHuTOpupoBanus A/l;

- Cyrounoe moHuTopupoBanue OKI';

- AHTUIII00YJIMHOBBIH TECT;

- O630pHBII CHUMOK OpraHOB OPIOIIHOM MOJIOCTH U MAJIOTO Ta3a.

TakTHka reMOCTATHYECKON Tepamuud NpPH KPOBOTEYEHHMH M3 CJIHU3UCTBIX HOCOBOM H
poToBoii moJsioctu [12].

KpoBoTeueHre u3 CIM3UCTBIX POTOBOM M HOCOBOM IOJIOCTH dHalle HaOdrogaeTcs y
MOJIOJBIX MAIMEHTOB ¢ Oone3Hbto BuineOpanma. [[ns ocTaHOBKM KpOBOTEUEHHUs Ha3HAyaeTcs
TPaHEKCAMOBAasi KUCIIOTa MEPOPAIBHO MM MECTHO. 1Ipr KpOBOTE€UEHUHN W3 CIM3UCTBIX MOJIOCTH
pTa MOJIOCKaHMsI C TPAHEKCAMOBOW KHCIOTOW MOTYT ObITh (¢ exTuBHBL. Ecnu Ha ¢oHe Tepanuu
TPaHEKCAaMOBOM KHCIIOTOM He yJaeTrcss NOCTUTHYTh 3ddekrta, To HazHayaercas DDAVP wunm
koHueHTparsl VWE/FVIIL

Bo Bpems kpoBoTeueHMH M3 MOJOCTH Hoca (aktop cBepTbiBaHus kpoBu VWE/VIII
BBOAT B j103¢ 40 - SOME vWF /kr kaxnasie 12 - 249 B Teuenne 2 —3 mHel. JmurenpHbIC MIH
pPEeLUIMBUPYIOIIME HOCOBBIE KPOBOTEUEHHS MOTYT MOTpeOOBaTh MECTHOM Tepamnuu, HarpuMep
IIPWKHATaHMS CIM3MCTOM HOCAa WJIM JIa3€pPHOM TEpaluu, W JIEUYEHUS TPaHEKCAaMOBOM KHCIOTON
IIPOJIOJKUTENIBHOE BpeMs. JleueHue NEeCHEBBIX KPOBOTEYEHMM OCYIIECTBIISIETCS 1O TOW Ke
CXEME€, YTO U MPU HOCOBBIX KPOBOTCUECHHMSIX.

TakTHKa reMocTaTH4eCKON Tepanuu Npyu yaaneHuu 3yoa [8].

HeocnoxHeHnHoe ypaajgeHHe OAHOrO 3y0a MOKET ObITh HPOBEAEHO IMOJ PErMOHATbHOU
aHEeCTe3MeN U MO NIPUKPBITHEM TPAHEKCAMOBOW KUCIIOTHI.

[Ipy OCNOXHEHHBIX SKCTpPaKIUSAX IMOKa3aHO Ha3zHaueHue KoHieHTpaTtoB VWEF/FVIIL,
4aile BCero J0CTaTOYHO OJHOIO BBEACHUS. TpaHeKkcaMoBas KUCIOTA Ha3HA4YaeTCs Ha 5-7 THEH.

IIpu MHOXECTBEHHOM YJalleHHMH 3y0OB, HaJIMYHE OCTPOrO BOCHAJIEHHUS B OKPY>KAIOLIMX

TKaHAX TeMOCTaTHYCCKasd TCpalnd B TCUCHHUE IEPBBIX TPEX }IH@fI IMOCJIC yaaJICHUS IMPOBOAUTCA
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exXeqHeBHO. MecTHasi aHecTe3uss He NMpoTHBoOIoKazaHa. Oobmee 00e300JMBaHNE MPOBOAUTCS C
IIPUMEHEHUEM BHYTPUBEHHOI'O HAPKO3a U HA3HAYAETCS 110 TOKA3aHUSIM.

bricTpass ocTaHOBKa KPOBOTEUYEHMsI JTOCTUIAETCsl NOCPEACTBOM BBEACHUS KOHILIEHTpaTa
VWEF/VIII 3a 19 1o ynanenus 3yd6a. O0beM reMoCTaTHIECKON Teparui MOXKET KOPPETHPOBATHCS
B 3aBHCHUMOCTH OT KOHKPETHOM KJIIMHUYECKOW CUTYyallUH: XapaKTepa NaToJOrMYeCcKoro mpouecca
B o0yacTu ypnajneHHOro 3y0a, o0beMa OmepaTHBHOTO BMemareiabcTBa. Ilpu aTpaBMaTHYHOM
yIaJIeHUU OJAMHOYHBIX MOJBMKHBIX 3yOOB M OTCYTCTBUHU IIOCIICONEPALMOHHOTO KPOBOTCUCHHS
yucio BeeaeHui koHeHTpara VWE/VIII MoxkeT ObITh COKpaIIeHo.

B mocneonepanoHHOM mepuosie OCMOTp OOJIBHOIO CTOMATOJIOIOM OCYIIECTBIISIETCS MO
noka3zaHusiM. IIpyuMeHeHne MECTHBIX MeMOCTaTUYECKUX CPEJCTB, TaMIIOHAJA JIYHKU SIBISIOTCS
METO/IOM BBIOOpA.

ConpoBoauTenbHas Tepamusi Ha3HA4YaeTCd COBMECTHO CO CTOMATOJIOTOM —W/WIH
YEJIFOCTHO-JTMLEBBIM XUPYPIOM IO MOKa3aHUSIM.

TakTHka reMocTaTH4ecKOl Tepanuu Npu MeHopparusx [12].

[Tpu neyenne MmeHopparuil y xeHuuH ¢ BB MOryT ObITh HCIIOJIB30BAHBI:

- TpanekcamoBas KUCIIOTa;

- DDAVP;

- Konnenrparer vWF/FVIII;

- OpasibHble KOMOMHUpPOBaHHbIe KOoHTpauenTusbl (KOK).

- TpanekcaMoBasi KUCIOTa CHUXKAET PUCK KPOBOIOTEPU BO BPEMsI MEHCTpyallMd MPUMEPHO Ha
50%, Ha3Ha4yaeTcs TOJIBKO Ha BPEMSI MEHCTpyalliH, B HEKOTOPBIX CIydasX TOJIBKO Ha IEpPBBIC
nHu. Ecmu tpanekcamoBas kucinora u KOK HeaddexTuBHbI, BO3MOXKHO, Ha3HaueHne DDAVP
wiu koHueHtparoB VWEF/FVIII na Bpemst mencTpyauun. DDAVP na3znadaercs makcuMyMm Ha 3
JIHS B CBSI3U C PHCKOM 3aJ€PKKHU KUAKOCTU. MaTo4YHbIE KPOBOTEUEHHS NPOAOKUTEIBHOCTBIO
Oonble 7 CyTOK SBISIOTCS NMOKa3aHMEM Ui 3aMECTHTEIbHOM remocraTHueckoil Tepamuu. C
9TOM 11es1bI0 BBOJAT (akTop cBepThiBaHuss kpoBu VWEF/VIII B noze 40 -50 ME vWF /kr uepe3
244y B TeyeHue 2 — 4 NHEW B 3aBUCHMOCTH OT MHTEHCHBHOCTH KpOBOTeueHHs. [lepopasibHbie
KOHTPALIENITUBbl MCIOJIB3YIOTCS UId KyNHPOBaHWS MEHOpPPAaruii MO CTaHJApTHBIM CXEMaM,
IIPUMEHSEMBIM B THHEKOJIOTHH.

IIpoBenenue J1a0OPATOPHBIX UCCJIEI0BAHUI

JlaGoparopHble aHaIM3bl JEXKAT B OCHOBE AMArHOCTUKH U KOHTPOJIS y HalueHToB ¢ bB.
TpeboBaHMs K YCIOBHSIM W TEXHHKE OTOOpa OOpa3lOB M BBHINOJHEHHS HCCIEAOBAaHUHA He
OTJIMYAIOTCS OT CTAaHAAPTHHIX. BakHBIM acreKkToM J1abopaTOPHBIX HCCIEIOBAaHUM SBISETCA

y4acTue B CUCTEMC KOHTPOJA Kady€CTBa. HpI/I JUarHoCTHKE bB ontumanbsHO yY4acTBOBAaTh HE
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TOJIBKO B TOCYJapCTBEHHOM, HO W B MEXIyHapOJHOM CHCTEME KOHTPOJs KayecTBa
71a00paTOPHBIX UCCIIEIOBaHUN, OXBATHIBAIOIIEH OCHOBHBIE KOAryJ0JOTHYEeCKUE TapaMeTphI.

Baknunanus

[Maruentst ¢ BB Moryr ObiTh BakuumHupoBaHbl. OCOOEHHO BaXHO TPOBEACHUE
BakuuHauuMu ot remnarura B. Ilpm BakuMHamuu mnOpeAnoyTEeHUE OTHACTCS OpaJbHOMY WIIM
IIOJIKO’KHOMY BBEJICHHUIO IIperapara, 110 CPABHEHUIO ¢ BHYTPUMBIILIECYHBIM WM BHYTPHUKOKHBIM.
Ecnu nyis gaHHOM BaKLMHBI IOCTYIIEH TOJIBKO BHYTPHMBIIICYHBIA MyTh BBEACHUS, HEO0OX0ANMA
3aMECTUTENIbHAsT Tepamus Uil NpEeAOTBpPALlEHUs pPa3BUTHUS reMaTombl. B sTom ciydae
HEO00XO0JMMO MPOBOJUTH 3aMECTUTENbHYIO Tepanuio 3a 1 - 2 nHs 10 u uepe3 1 - 2 nHA mocne
BakUMHaUMU. Henp3s mpoBOAUT BaKIIMHALIMIO BO BPEMS KPOBOTCUCHMS.

HexenatenbHas MeANKaMeHTO3HAasl Tepanusi.

[Taruentam ¢ BB HexenaTenbHO MpPUMEHEHHUE MPENaparoB, YXYIMIAIOIMUX (YHKIUIO
TPOMOOILIUTOB WJIM CBEpPThIBaHUS KpOBU. [IprMeHEHHE TakuX MHpernaparoB MOXKET MPHUBECTH K
Pa3BUTHIO TSKEIIBIX KPOBOTEUEHHM, KOTOPBIE HE KOHTPOJUPYIOTCS BBEICHHEM KOHLIEHTPATOB
dakTopoB cBepThIBaHUS KpoBU. OJHAKO pa3BUBLIMKCA TPOMOO3 MOXKET NOTpedOBaTh
MIPUMEHEHHUS aHTUKOAryJiHTOB. lIpennouyrenue Halo0 oTAaBaTh MpenaparaM KpaTKOBPEMEHHOIO
neiictBus. Kaxnplii pa3 HeoOXOOuMO aHAIM3UPOBATh COOTHOIIEHHWE TIOJB3bI U pPUCKA OT
IIPUMEHEHHUs] aHTUKOATYJISIHTOB U J1€3arperaHToB.

He Bce manmenTs! ¢ bB HyxzaaroTcs B Ha3HaueHuu Tepanuu. Kpureprem Havasa Je4eHHst
[IpU HaJIMYWU BepUPHUIIMPOBAHHOTO Auarno3a bB saBnsoTcs ciemyromiye nokasaremiu:

- BOBHUKHOBEHHUE YMEPEHHBIX/TSXKEIbIX, CIIOHTAHHBIX/TIOCTTPAaBMATUYECKUX KPOBOTEUEHUH;
- XUPYpPru4ecKoe BMEIIaTENbCTBO;
- PELUIUBUPYIOIINE KPOBOTEUEHMSI JIIOOOM CTENEHH TSXKECTH, CHUKAIOIINE KaUeCTBO KU3HU.

ITockonbky BB sBisieTcst KOMIUIEKCHBIM 3a00Ji€eBaHMEM, BO3HUKAIOUIMM B pe3yJbTare
Pa3IMYHBIX TEHETUYECKUX JePEKTOB U Pa3IMUaIOIIUMCS IO CTETIEHH TSXKECTH, B TEPAIUU MOXKET
WCIIOJIB30BAaTbCA INUPOKUM CIHEKTpP JIEKAPCTBEHHBIX IpPEnaparoB, IOMHUMO 3aMECTUTEIIBHON
Tepanuu I1asMatnueckumu kKoHuentpatamu FVII, conepxkamumu vWFE. Takue meronst
BKJIIOYAIOT HCIOJb30BAHME TOPMOHOB, AHTU(GUOPHUHOIUTHYECKUX CPEJICTB M JECMONPECCHHA
(DDAVP) [16].

7. Oprann3auMoHHbIE aCNEKThI NPOTOKOJIA:
1. Nudopmanus 06 oTrcyTcTBHU KOHPIMKTA HHTEPECOB

ABTOpBI HEC UMCIOT KOH(I).HI/IKTa HUHTCPECCOB
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HALIMOHAJIBHBIU KJIMHUYECKHUU
MPOTOKO.I
MO MEJIMIIUHCKOHA
MNPOPUJIAKTUKE U PEABUJINTALIUU
MO HO30JI0I'UH «BOJIE3Hb
BUJIJIEBPAHIA»
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TAIIKEHT 2024
1. Beoonasa uacmo
1) Kon(sr) MKB-10:
MKB-10

Kon Hazsanue

D68.0 bonesns Bunnebpanna

9) lllkana ypoBHS 10Ka3aTEIbHOCTH, HA OCHOBE JOKA3aTeIbHON MEIUIIMHBI.

Kaaccsl pexkomMenaaumii: Ypogerns docmoseprocmu 00Kkazamenbcme

Kuaace 1 — monb3a 1 3¢ (HEeKTUBHOCTH AUATHOCTUYECKOTO METO/1a UITH JIEUeOHOTO BO3/ICHCTBHS
JIOKa3aHa M W/WIU OOIICTPU3HAHBI.

Kaacc 2 — mpoTuBOpeunBbIe JaHHBIE U/WIIH PACXOKIEHUE MHEHUI TIO TIOBOLY

10J163b1/3() (HEKTUBHOCTH JICUEHUSI.

Kuaace 3 — nmeromuecs: TaHHbIC CBUIETEIBCTBYIOT O T10J1b3¢/3()(PEKTUBHOCTH JIEUeOHOTO
BO3ECHCTBHUSI.

Kaace 4 — nonb3a/s>¢dheKTHBHOCTh MEHEe YOeTUTEIbHBI.
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Kaace 5 — umeromuecs 1aHHbIE WM 00Ilee MHEHUE CBUIETEIHCTBYET O TOM, UTO JICUCHUE

Henose3H0/He3(hPEeKTUBHO U B HEKOTOPBIX CITy4asiX MOXKET ObITh BPEIHBIM.

Yposenwv yoeoumenvrocmu pexomenoayui:

A

BricokokauecTBeHHBIM MeTa-aHalu3, cucreMarudeckuii o0030p PKU W
kpynHoe PKU ¢ oueHb HHM3KOH BEpPOATHOCTBIO (++) CHCTEMATHYECKOW ONIMOKU
pe3yibTaThl KOTOPBIX MOTYT OBITh pPaclpOCTPaHEHbl HA COOTBETCTBYIOIIYIO
MOMYJIALHUIO.

BricokokaduecTBeHHBIN (++) CHCTEMaTH4eCKHUil 0030p KOTOPTHBIX W
WCCJICJIOBAHUN CITy4aii-KOHTPOIIb WJIM BBICOKOKAYECTBEHHOE (++) KOTOPTHOE WU
UCCIICIOBAHUN CITy4ali-KOHTPOJIb C OYCHb HU3KHMM PHUCKOM CHCTEMATHYeCKOM
ommbOku wim PKU ¢ HeBbicOkMM (+) pHCKOM CHCTEMAaTHYECKOH OIINOKH,
pe3yJIbTaThl KOTOPBIX MOTYT OBITh PAaCHPOCTPaHEHBl Ha COOTBETCTBYIOIILYIO
TIOTTYJISIIIHIO.

KoroprHoe wnm wucciemoBaHWe —CIIy4ali-KOHTPOJIb WM  KOHTPOJIHPYEMOE
ycciieoBaHue 0e3 pPaHJOMH3allMd C HEBBICOKHMM DPHCKOM CHCTEMaTHYeCKON
omuoKH (+).

Pesynprarel KOTOPHIX MOTYT OBITH pPACIPOCTPAaHEHbI HAa COOTBETCTBYIOILYIO
MOMYJISALUIO wimi PKW ¢ o4eHp HU3KUM WIH HEBBICOKHUM PHCKOM
CUCTeMaTU4YeCKOW OmUOKU (+++ wminut), pe3ylbTaTbl KOTOPBIX HE MOTYT OBITh
HEMOCPEACTBEHHO PACIpPOCTPAHEHBI HA COOTBETCTBYIOIIYIO MOMYIISAIHUIO.

Omncanye cepuy CIy4aeB WIM HEKOHTPOJIMPYEMOE HCCIICIOBAaHHWE WIM MHEHHE
SKCIEPTOB.

IIkaya oueHKH yPOBHeH 10CTOBEPHOCTH A0Ka3aTeabeTB (Y /1) aast meTonos
AMATHOCTUKM (IMATHOCTHYECKMX BMELIATEIbCTB)

YA Pacuin¢pposka
Cucremaruueckue 0030pbl UCCIIEAOBAHUI C KOHTpPOJIEM pedepeHCHBIM METOA0M MU
1 cUCTeMaTH4YecKHil 0030p paHAOMHU3UPOBAHHBIX KJIMHUYECKUX HCCIEAOBAaHUM C
IIPUMEHEHUEM METa-aHaan3a
OTtaenbHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEpPEeHCHBIM METOAOM WIIU OTHAEIbHbIE
5 PaHAOMU3HMPOBaHHbIE KJIMHUYECKUE MCCIEAOBaHUA U CHCTEMaTH4YecKHe O0030phbI
MCCIJIEIOBaHUM JTH000Tr0 Ju3aiiHa, 3a UCKIIOYEHHEM PaH/IOMU3UPOBAHHBIX KIMHUYECKHX
MCCJIEIOBaHMM, C IPUMEHEHUEM MeTa-aHalIn3a
HccnenoBanust 06e3 Mocie0BaTENbHOTO KOHTPOJS pePEepeHCHBIM METOAO0M WU
3 UCCIIEIOBaHUS C pEePEepeHCHBIM METOJIOM, HE€ SBJSIOMIMMCS HE3aBUCHUMBIM OT
HCCIIEYEMOT0 METOJa WM HEPaHIOMU3MPOBAaHHBIE CPAaBHUTEIbHBIE MCCIICOBAHUS, B
TOM YHCJIE KOTOPTHBIE UCCIEA0BAHUS
4 HecpaBHuTenpHbIe HCCIEI0BAHNS, OTUCAHNE KIMHUYECKOTO CIydast
5 Nmeercs numbs 060CHOBaHNE MEXaHU3Ma JIEHCTBHSI MJIIM MHEHHE YKCIIEPTOB
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2. Ocnognan uacme.
1) BBeaenue. bonesnr BwineOpanna (bB) - nambonee pacmpocTpaHeHHas HacleICTBEHHAs
KoaryJonartusi, 00yCIOBJICHHAs CHIKCHHEM KOJMYECTBa WJIM HapylleHHeM (QyHKUUHU (akropa
Bwine6panna (VWF).

BB — ¢enotunuyecku rereporeHHas KOaryjionaTHsi ¢ ayTOCOMHO-PELIECCUBHBIM WM
ayTOCOMHO-IOMMHAHTHBIM THIIOM HacjeIoBaHUsA. Brbicokas BapuaOenbHOCTh HE TOJIBKO
KJIMHUYECKHUX MPOSBICHUNA CO 3HAYUTEIBHBIM KOJIMYECTBOM JIETKUX U MAJIOCHMIITOMHBIX (OPM,
HO u jabopatopubix mnokazarened (FVIII, RIPA, vWF, vWF:Ag, vWF:CB) npu bB
oOyclioBieHa reHeThuyeckuMu MmyTtauusMud B reHe VWEF. TlockonbKy mpupoga reHeTHUeCKHUX
negekToB  pa3sHooOpas3Ha,  3a00JeBaHME  XapaKTEPU3YeTCs  IIUPOKUM  KIMHUYECKHM
MOJUMOP(HU3MOM.

CymectByeT psan GakTopoB, BIUSIOMUX Ha TedeHne bB, cpean KoTophIX BBIAETSIOT:
- BHYTPEHHHUE - TeHeTH4ecKne MyTanuu B reHe VWF;
- BHEIIHWE-TPyNNa KpPOBH TWAIHMEHTa, CTpecc, (U3NYECKHE Harpy3ku, OEpeMEHHOCTb,
BOCIHaJICHUE.

BB Bcrpeuaercs y 0,5-1% nacenenwus, pacpOCTpaHEHHOCTh KIMHHUYECKH 3HAYMMBIX
dopm BB — 1—2 na 10 000 genoBek; bB 3 Tumna BcTpedaercs ¢ yactoroit 1:500 000 yenoBexk.
[Tpu-6nu3utensHo y 70% mannenToB ¢ BB 3aboeBanne nMeeT Jierkoe KIMHIYECKOe TeUCHUE, Y
OCTAJIBHBIX HAOIIOJAIOTCA CPEIHETSDKENbIC WM TSDKENble KIIMHUYECKHE MPOSBICHHUS TeMoppa-
ru4YecKkoro cuujapoma [1].

2) Onpenesnenust
AnTturen ¢axkropa Buiuiedpanaa - mabopaTopHBIN NOKa3aTenb KOJMUYecTBa Oenka (pakropa
Bunne6panna.

AKTHBHOCTH (pakTopa Buisedpanga - nabopaTopHblil Moka3aTenb KO(PpaKTOpPHOH aKTUBHOCTH
¢dakxTopa Bunnebpanaa.

AHaau3 MyJabTHMepoB akTopa Buanedpanaa - anamus cTpykrypsl ¢akTopa BumeOpanmga
METO/I0M 3JIeKTpodopesa.

Boae3sns Bunedpanaa - HacnencTBeHHbIN AeUIUT Wiu QYHKIMOHATIbHAS HEJOCTATOYHOCTh
¢dakxTopa Bunnebpanaa.

I'emapTpo3 - KPOBOUBIHSHUE B ITOJIOCTH CYCTaBa.

I'emaToMa - 5TO OTpaHWYCHHOE CKOIUIEHHE KPOBH IPH 3aKPHITHIX M OTKPBITHIX MOBPEKICHHUIX
OpPraHOB U TKaHEW C pa3pbIBOM COCYJOB, B pe3yJibTaTe 4ero o0paszyercs MOoJOCTh, CoJepKalas
XKHJIKYIO WJIM CBEPHYBIIYIOCS KPOBb.

IemaTypus - HaTM4KE KPOBU B MOYE CBEPX (PH3HOIOTHIECKUX HOPM.

I'emoduans A - HaciencTBeHHBIN AeQUIUT pakTopa cBepThiBaHUs KpoBU VIII
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I'emocTaTnyeckasi Tepanus - Teparusi, HAIPaBJICHHAS HA OCTAHOBKY KPOBOTCUCHHSI.
Koaryiorpamma - uccieioBaHUE CBEPTHIBAIOIICH CHUCTEMBI KPOBH.
@akTOp CBepTHIBAHUS KPOBHU - O€JIOK, COJepKaLIMiicis B IUIa3Me€ KPOBH U TPOMOOIMTaX U
o0ecTeunBarOIINi CBEPTHIBAHUE KPOBH.
3) Kuaccudgukanus

Komurerom no nayke u crapmapruzanuu (Scientific and Standardization Committee —
SSC) mpu MexnyHapogHoM oOmiecTBe mo mpobiieMam Tpom0Oo3a u remocrasza (International
Society on Thrombosis and Haemostasis — ISTH) B 2012 romy mepecMoTpeHa M yTBEp:KICHA
MexayHapoaHas kinaccudukanus bB [2, 3] (Ta6m. 1).

Taoauna 1

Kanaccnpuxanus 6ose3nn Buieopanaa

Tun XapakTepucTHKA

I Yactuunbslii KonudecTBeHHBIN aepuut vWF

| KauecTBeHnas HegocraTouHocth VWF

KagectBennsiit nepunur vWF co camxennem vWF-3aBucumoii aaresueit
] AN TPOMOOIIMTOB U U30JUPOBAHHBIM JIe(DUIIUTOM BHICOKOMOJIEKYIISIPHBIX

MyJabTUMEPOB VWE.

1B Kauectennsiii aedurur vWF ¢ nossimerrem cpoactsa k GPIb tpombGorinToB

KauectBennsiit nepunur vWF co camxennem vWF-3aBucumoit anresueit
M TPOMOOLIMTOB 6€3 U30JIMPOBAHHOTO J1e(PUIINTA BEICOKOMOJIEKYISIPHBIX

MyJIbTUMEPOB VWF

IIN 3HaynrenpHoe cHIkeHne crrocoonoctr vVWF cBsaseiBatees ¢ FVIII

1 [IpakTnuecku nonnoe orcyrcrsue vWF

MeanuuHckoe Ha0JII0eHHe U MeIMIMHCKas peaduautanus npu bB

ensiMu MEIUIMHCKOIO HAOMIOJEHHS SBJSIOTCS YJIyYllIEHHE KadyecTBa HKU3HHU
nanueHToB ¢ bB, mpenoTBpalieHue pa3BUTHS T'€MOPPAaruyeckoro CHHApPOMA, PErpecc HIH
OCTaHOBKa IMPOrpeCCUPOBaAHNA KOCTHO-CYCTABHBIX W MBIIICYHBIX JCTCHCPATHBHBIX H3M€H€HI/II71,
OTCYTCTBHE CIOHTAHHBIX KPOBOM3IMSIHUNA. MeTuIMHCKOEe HaOII0JeHHE OCYIIECTBIAETCS IO
MECTy JKUTEJIbCTBA IALIMEHTa C MEIULUHCKUM OCMOTPOM BpayOM-TeéMaTOJIOIOM, BpadoM-
TPaBMaTOJIOrOM-OPTOIEIOM, BPauOM-CTOMATOJIOTOM HE MeHee 2 pa3 B TOJ; OCTaJbHBIMHU

BpadaMU-CIICHUAIINCTAMHA — 10 MEAUITUHCKHUM ITOKAa3aHHUAM.
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MenuumHackoe HaOmroneHue 3a nanresraMu ¢ bB Briroyaer:

- JIWHAMUYECKUH MOHUTOPUHT COCTOSIHHMS TAIMEHTAa C OIEHKOW Hamu4us
HEXEJATENbHBIX SBJICHWA TPU TMPOBEJCHUU 3aMECTUTEIBHON Tepanuu (TIOSIBICHHE
UHTUOUTOPOB K (akTOopaM CBEpThIBaHUS KpPOBH, HMHAMBUIYyallbHAs HENEPEHOCUMOCTD
JIEKapCTBEHHOTI'O MIpenapara, BUpyCcHass KOHTAMHUHAIIHS);

- OLICHKY M3MEHEHUH TICUXOJOTUYECKOTO UIIU COIMAIILHOTO CTaTyca MalHeHTa;

- OLIGHKY COCTOSIHUS IEpU(PEPHUICSCKON BEHOZHOW CHCTEMBI;

- JIeueHue ocyiokHeHn bB (koppeknus nedunura xene3a, ”THTHOMTOPOB);

- BBISIBJICHUE U JICUEHUE CONMyTCTBYIOMIMX 3a0oseBaHuii, oco0eHHO 3a0os1eBaHuil 3y0oB,
MOJIOCTH PTa, JKEJIyJOYHO-KUIIeYyHOTO TpakTa, JIOP-opranos, opraHoB MOUYEBBIICTUTEIILHON U
MOJIOBOM CHCTEM, TATOJIOTUU CEPACUYHO-COCYIUCTON CUCTEMBI U JPYTHUX.

[TanimenTaMm ¢ MoOpakeHHEM OMOPHO-ABUTATENBHOIO ammnapara, Kak npasuio ¢ bB 3
TUINA, PEKOMEHJOBAHO TpoBeaeHHE (YHKIHUOHAIBHOM MEIUIMHCKOW peabuiuTainuu,
CaHATOPHO-KYPOPTHOTO JICYCHUS B CAHATOPHUSIX OPTOMEIUICCKOTO MPODUIIS B KIMMATHICCKOM
30HC TIPOKUBAaHUS TAIlMEHTa, a TaKkKe Ha OaJTbHEOJOTHUECKHX KypopTax. Yposeuw
ybeoumenvrocmu pexomenoayuti D (yposenv docmoseprocmu dokazamenvcms - V).

[lnan MeanKo-peaOUIUTAIIMOHHBIX  MEpPONPHUATUN  pa3pabaTbiBaeTcs COBMECTHO
BpAa4OM-pPEaOWIIMTONIOTOM,  BpadyoM-TPaHC(Y3HOJIOTOM,  BPAdYOM-TEMATOJIOTOM,  BpadoOM-
¢u3noTepaneBTOM, MMCIOIIMMH ONBIT JICUCHHS MMAlMCHTOB C HAPYIICHUSMH CBEpTHIBAaHUS

KpPOBHU.

Ipopunakruyeckoe jeyeHue bB

B 3aBrcHMOCTH OT L1€7H, BBIACISAIOT CJIEAYyIOIINe HanpaBiieHus JedeHus bB:
- MEAUIMHCKAs Tpo(dUIakTHKa KpoBOTeUeHH — nmapeHTepanbHoe BBeAeHne KOCK wunu uHoro
remocraruueckoro JIC nns npenynpexaeHus BOSHUKHOBEHHS! KDOBOTEUEHHUS ;
- jedyeHue mo TpeboBaHuio — mapeHrepanbHoe BBeneHne KDOCK mo ¢dakTy BOZHUKHOBEHUS
KPOBOTEUEHHUSI C 11€JIbI0 €T0 OCTAaHOBKH.

[IpodunaktTuyeckuil pexxuM JiedeHUs: MalurueHToB ¢ bB BkIodaeT caMoCTOSTENbHOE
BBeneHue remoctatudeckoro JIC (KOCK) manueHnToM (3aKOHHBIM MPEACTABUTENEM) HA JOMY
NPy yCJIOBUU 00s3aTeIbHOTO OOYy4YeHUs] W MEIUIMHCKOTO HabmoneHus. Pemenune o
npumeHeHun KO®OCK npunumaer mnanueHT (3aKOHHBIA TpENCTaBUTENb IMAllMEHTa) B
COOTBETCTBUU C PEKOMEH/IAlUSIMH Bpada-reMaTtosiora u (1iim) Bpada-Tpancysuosora.

[Mpodunaktuyeckoe BBeaeHne KDOCK, conepxamux ®CK VIII B kommiekce ¢ VWF,
OCYUIIECTBIISIIOT MAIMEHTaM C TSKEJIbIM TeueHueM bB:

- marredaTaM ¢ bB tun 3;
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- manmueHTtam c kadectBeHHbIMH nedexkramu VWF (BB tunm 2N, ocoGeHHO B Tex
cinyuasx, korga FVIIL:C coctaBnser menee 10 %);

- mamueHTam ¢ TsokenbIM TedeHueM BB Ttun 1, y kotopeix kommuectBo VWFE u
akTuBHOCTh FVIII:C cHM>XEHEI,

- HalMeHTaM C PEeLUIUBUPYIONIMMHU KPOBOTEUEHUSIMHU U3 CIM3UCTBIX 000JOYEK WMIIHU C
KPOBOUBIIUSHUSAMU B CYyCTaBbl U (hOpMHUpPOBaHHEM apTPOIMATHH.

Tak kak 3a0ojeBaHHE SIBISETCS TEHETHUYECKU JAETEPMHHHPOBAHHBIM, TO KOCBEHHO,
OpOo(UIAKTHYECKMM MEpPONPUATHEM MOXXHO CYMTAaTh OCBEJOMJIEHHOCTh IallUEHTa O
BO3MO>KHOM DPa3BUTHM 3a00JI€BaHMs Yy HEro MM ero noromcrBa. C 3TOH LEIbI0 peau3yeTcs
COOTBETCTBYIOIIASI IMArHOCTHKA.

[IpenaranpHast JguarHocThka OOBIYHO TMpemaraeTcss TOrjga, KOorja B Ciydae
uaeHTuukanuu 1ioga ¢ Oose3Hbto BunneOpanpa, Oyaer paccMaTpuBaThbCsl IpepbIBaHHE
6epemenHoctu. OpHako, €€ MOryT MPOBOAUTb W JJs TOTO, 4YTOOBI IOMOYb CEMbE
MOJTOTOBUTHCS M CIUTAHUPOBATh poabl. Ilpu ponax mmoxa ¢ 6osxe3Hsio BumeOpanna myudrie
n30eratb poJopa3penaoneii onepamnny.

Buabl npoduiiakTu4eckoro jJjeueHus:

IlepBuyHast MeAUIUHCKASA NPOPHIAKTHKA — PETYJSIPHO NIPOJOJDKAIOIIEECS JICUECHHUE,
KOTOpO€ HayuHaIT y JeTeil B Bo3pacTte 1-2 5er, paHee HE MMEBIIMX KPOBOUBJIUSHUN B
CyCTaBbl WJIM IIOCJIE NEPBOrO BHYTPUCYCTABHOTO KpoBOM3NUsHUSA. llepBuuHas mMeauuuHcKas
npo(uIakTHKa MO3BOJSAET NPEAYNPEeaUTh KPOBOTEUEHMs (BHYTPUCYCTAaBHBIEC, MBILICUYHbIE U
JIpyrue) pa3InuHOM JIOKAIN3aluy;

Bropuynass MeaMuMHCKasi NPOPUIAKTHKA — PETYJIIPHO MPOAOIIKAIOIIEECs JIeUeHUE
y Jered B BO3pacTe OT 2 JIeT NpU TsDKeIoM TeueHuu BB anga monnep:kanust ypoBHS
«aedpumuraoro» ®CK VIII B mnasme kpoBu He Menee 3 % (0,03 ME/mn). Meauuuackue
MOKa3aHUs K MPOBEJCHUIO BTOPUYHON METUIIMHCKON MPO(UIaKTUKU:

- HaJM4Me CIOHTAHHBIX KpPOBOTEUEHHUU Oonee 2 pa3 B Mecsill U (MJIM) HaIudue
XPOHUYECKON aHEMUU CPEAHEN U TSKEIION CTEIICHU;

- YXyJIUIEHHE KayeCTBAa >KM3HU IALUEHTa BCJIEACTBUE TSKEIBIX IMOBTOPSIOLIINXCS
KPOBOTEUEHHI;

- IOpa)KE€HUE CyCTaBOB B BUJIE MPOTPECCUPYIOIIEH apTPONaTUH C MBIIIEYHOU aTpodueit
U OrpaHUYeHHEM 00beMa ABUKEHHUI B IOPaKEHHBIX CyCTaBax;

- HEOOXOJMMOCTh BBITIOJTHEHUSI WHBA3MBHON NMPOLIEAYpHl, BKIOYas JTIOMOAIbHYIO WIH
KOCTHOMO3TOBYIO IMYHKILHIO, NJIAHOBOE WJIM JKCTPEHHOE XUPYPrHUECKOE€ BMELIATENbCTBO, B

TOM YHCJIE, PAHHUH MOCIEeONepaiOHHbIN EPUO/T;
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- AlMEHTaM C KPOBOTEUYEHUSMH, ONACHBIMU NI JKM3HH, CBA3AHHBIMU C HapyLICHHEM
(GYHKIIMH TPOMOOLIUTOB;

- manueHTam ¢ bB B mepwoj MeIMIIMHCKON peadWIMTAlMH TOCIEe XUPYPTHUECKOTO
BMEIIATEIbCTBA, MEAMIMHCKON peadmwiuTalud 1O TOBOAY apTPONAaTUM WM  IOCIHe
IIEPEHECEHHOM TPaBMBbI C HAPYIIEHUSIMU OIOPHO-ABUTaTEILHOTrO armapara.

JUTMTENEHOCTD MPOBEACHUS MTPO(QUIAKTHIESCKOTO JICUCHHSI ONIPEIesAeTCs KITMHUICCKOM
KapTUHOM U CUTyalUEH.

[Ipodunaktuueckoe BBenenne KOCK, conepxanux ®CK VIII B kommiekce ¢ vVWF, He
Ha3HayaroT B CIy4ae:

- OTKa3a MalWeHTa (3aKOHHOTO MPEJCTABUTENS) OT MEIUIMHCKOW MPO(HIaKTHKH, a
TaK)Xe MMPU HAPYIICHUU PEKUMA METUIIUHCKOU MPOPUIAKTUKH MMAIIUCHTOM;

- mosiBjeHus B nepuoy npodunaktuueckoro Beeaenuss KOCK unruburopa k @CK VIII
i kK VWF B xoanuectse > 0,6 BE/mi;

- BO3HUKHOBEHMS TSDKENION aiepruueckoi peakuuu Ha BeeaeHne KOCK;

- BO3HHUKHOBEHHUS TpPaBMbl WM HEOOXOJAMMOCTH BBIIIOJTHEHHUS OKCTPEHHOTO
XUPYpPruyeCcKOro BMEUIATEIbCTBA, MEIUIMHCKUM IOKa3aHUSIM K KOTOPOMY BO3HHUKIM IOCJE
Havana npodunakruueckoro BeeaeHuss KOCK (pexxuM MeAUIMHCKON MPOPUIAKTUKH MOXKET
ObITH TpepBaH [IJIsi NPOBEACHUS T'E€MOCTATUUYECKON Tepanuu; pPeXUM METUIHMHCKON
MPOQIIAKTUKA MOXKET OBITh BO3OOHOBJICH IOCIIC BBIMOJHEHUS ONEpaIi, & UMEBIIHE MECTO
JTHU BBEJICHUS MOJIeKAT yueTy B oOieM koindectse nuei BeeaeHuss KOCK).

ITpu npodunaktruueckom BeeneHun KOCK Bwi6op JIC, monbop 1036l U OINpeaeacHue
kpatHocTH BBeneHUus KOCK ocymecTBIsSIOT ¢ y4eTOM WHIMBHUAYAIBHOTO OTBETAa OpraHuU3Ma
nanueHTa.

ITepen nawanom mnpocdunaktuueckoro BeaeHuss KDOCK omeHHBaIOT BBIPaKEHHOCTH
nepudepruiecKkux BEH y MalMeHTa U BO3MOXKHOCTh BHYTpHUBeHHOro BBeaeHus JIC, a Taxxke
BBITIOJTHSIOT BaKIMHAIMIO MPOTUB remnatuta B, KOTOPYHO OCYIIECTBISIOT MyTEM IMOJIKOKHOU
WHBEKIMU BaKIIUHBI U JonoaHuTenbLHOro BBeaenns KOCK.

B rteuenue mepsbix 100 nHeilt mpodmiaktuueckoro BBeaeHus KDCK, copepxamux
OCK VIII B kommuiekce ¢ VWF, muiaHoBO€ MM 3KCTPEHHOE XUPYPrUYECKOE BMEIIATENbCTBO,
BHyTpuMbIieuHoe BBeaeHUE JIC MokeT ObITh BBIMOJHEHO IMPU HAJUYUU COOTBETCTBYIOIIUX
MEIUIIMHCKHUX TTOKa3aHHH.

Konrpons 3a cBepThIBaHMEM KpOBM Ha MOpOTshKeHUM 1nepBbix 50  gHei
npodminaktuueckoro BBeaeHuss KDCK ocymectBastor wHa 10, 20, 30, 40, 50 nguwm
npodUIaKTHIECKOTO BBEACHHUS, a B JajbHeleM Kaxabsie 6 mecsies. Perucrpupyror FVIIL:C,

vWF:Ag u vWF:RCo niepen ouepenubim BBegeHuem JIC u uepe3 15 MUHYT mocie HHBEKIIUH.
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HecooTBeTcTBHE peasibHOTO OTBeTa OXuAaeMoMy S(PdeKkTy yka3plBaeT Ha HEOOXOIUMOCTH
UCKJIIIOYeHUs WHruOuTOpHOW  (dopmbl  3aboneBanusa. lloaTBepkgaeTr  BO3HUKHOBEHHE
UHTHOUTOPOB OTCYTCTBUE KIMHUUYECKOTO 3dekTa oT npoduinakTuaeckoro BBeaeHus JIC.

[Tocne 50 pgueri mnpodunaktuueckoro BBeaeHuss KOCK mamueHTy paspemieHo
BBINIOJIHEHUE TUIAHOBBIX XUPYPTrUYECKUX BMEIIATEIbCTB, MPO(UIAKTUYECKUX MPUBUBOK, B TOM
qHclie, MyTEeM BHYTPUMBIIICUHBIX WHBEKUUH, KOTOPBIE OCYIIECTBISIOT B J€Hb BBEICHHS
ouepeanoii npodumnaktudeckoit 10361 KOCK (30-50 ME/kr).

Pacuer no3pt KOCK u pexum mpopuiakTHIECKOrO JICUYECHUSI Y B3POCIBIX IMAIIMEHTOB

MpUBEICH B Ta0. 2:

Taoaunma 2
3amecturesabHas npopuinakrnyeckas repanus npu bB
[Toxazanue/ Jo3a
Hauano
JIOKAJIA3aLus tuo BB | FVIHI+VWF**, Pexum
popUITaKTUKH
KPOBOTCUCHUS ME/kr macchl Tena
mocJie IEPBOTO
CycraBbl Tun 3 10-50 1-3/8en
KPOBOTEUYCHUS
Kenynouno-
rmocie 2-3
KHIIIEYHEBIE Tuno 2 20-40 2-4/uen
KpPOBOTEUYECHU I
KPOBOTCUCHHSI
Hocosrlie/us
rmocie 3-4
CIIM3UCTON pOTOBOM
Tun 3 20-50 1-3/uen KpPOBOTEYEHUH B
MOJIOCTH, BEAYIIHE K
rof
aHeMH3alun
3-4 IHS | JKEHIWHBI
JIr000M
Menopparuu 20-50 €KETHEBHO JETOPOJTHOTO
THII
IIPH menses BO3pacTa

7. Oprann3anuoHHbIe aCNEeKThHI IPOTOKOJIA:
HNudopmarus 06 0TCyTCTBUU KOH(MINKTAa HHTEPECOB

ABTOpPBI HE UMEIOT KOH(QIIMKTA HHTEPECOB

72




8. CniucoK MCMOJIb30BAHHOM JIMTEPATYpPhI:
1.von Willebrand Disease Synonym: von Willebrand Factor Deficiency Anne Goodeve, PhD1,2 and
Paula James, MD, FRCPC3 Created: June 4, 2009; Updated: October 5, 2017.

https://npngo.ru/uploads/media.

2.Pediatric Von Willebrand Disease Treatment & Management Updated: Oct 17,
2024 https://emedicine.medscape.com/article/959825-guidelines?form=fpf

KNWMHUYECKME PEKOMEHZALMU no AUATHOCTUKE W NEYEHWUIO BONE3HU BUNNEGPAHIA

1. PykoBosctBo o remarosioruu B 3 tomax/Ilox pen. A. M. BopooseBa. — M.: Hrto-
muamen, 2005.

2. Laffan MA, Lester W, O'Donnell JS et al. The diagnosis and management of von Wil-
lebrand disease: a United Kingdom Haemophilia Centre Doctors Organization guideline
approved by the British Committee for Standards in Haematology. Br J Haematol 2014;
167:453—465.

3. Sadler JE, Budde U, Eikenboom JC et al. Update on the pathophysiology and classifica-
tion of von Willebrand disease: a report of the subcommittee on von Willebrand factor. J
Thromb Haemost 2006; 4:2103—2114.

4. Burtis CA, Ashwood ER, Bruns DE (eds). Tietz fundamentals of clinical chemistry. 6th
ed. St. Louis: Saunders Elsevier; 2007.

S. OCHOBBI KJIMHUYECKON TE€MOCTa3HOJIOTUH U TeMopeosioruu: MoHorpadwust / [Tox pe.
N.JI. JaBbiakuna, A. I1. Momora, H. U. 303ynu, E. B. Politmana. — Camapa: OOO UIIK
«Camapckas ['y6epuusi», 2017.

6. Federici AB, Bucciarelli P, Castaman G et al. The bleeding score predicts clinical out-
comes and replacement therapy in adults with von Willebrand disease. Blood 2014; 23:4037—
4044.

7. De Wee EM, Frank WG, Leebeek FWG et al. Diagnosis and Management of VVon Wil-
lebrand Disease in The Netherlands. Semin Thromb Hemost 2011; 37: 480—448.

8. Budde U, Pieconka A, Will K et al. Laboratory testing for von Willebrand disease: con-
tribution of multimer analysis to diagnosis and classification. Semin Thromb Hemost 2006;
32:515—521.

9. Mowmort A. I1. IIpuHIMIBI ¥ aITOPUTMBI KITMHUKO-1a0opatopHoi AuarHocTuku. — CI16:
®opmaT, 2006.

10.  Castaman G, Linari S. Diagnosis and Treatment of von Willebrand Disease and Rare
Bleeding Disorders. J Clin Med 2017; 6:45.

73


https://npngo.ru/uploads/media

11.  Lillicrap D. Von Willebrand disease: advances in pathogenetic understanding, diagno-sis,
and therapy. Blood 2013; 122:3735—3740.
12.  Quiroga T, Goycoolea M, Belmont S et al. Quantitative impact of using different crite-ria
for the laboratory diagnosis of type 1 VWD. J Thromb Haemost 2014; 12: 1238— 1243.
13. bapxkaran 3. C., Momot A. I1. /Ilnarnoctuka u KOHTpOJUpyeMas Tepanusi HapyIeHUun
remocrasa. — M.: Herognamu, 2001.
14.  Favaloro EJ, Bonar RA, Meiring M et al. Evaluating errors in the laboratory identifica-
tion of von Willebrand disease in the real world. Thromb Res 2014; 134: 393—40310
15.  Tosetto A, Castaman G, Plug | et al. Prospective evaluation of the clinical utility of
quantitative bleeding severity assessment in patients referred for hemostatic evaluation. J
Thromb Haemost 2011; 9:1143—1148.
16.  Brown DL. Congenital bleeding disorders. Curr Probl Pediatr Health Care 2005; 35:38—
62.
17.  Abshire TC. Prophylaxis and von Willebrand’s disease (VWD). Thromb Res 2006;
118:S3—S7.
18.  Van Schie MC, Wieberdink RG, Koudstaal PJ et al. Genetic determinants of von Wil-
lebrand factor plasma levels and the risk of stroke: the Rotterdam Study. J Thromb Haemost
2012; 10:550—556.
19.  Lassila R, Holme PA, Landorph A et al. Nordic Haemophilia Council's practical guide-
lines on diagnosis and management of von Willebrand disease. Semin Thromb Hemost 2011,
37:495—502.
20.  Mannucci PM. Treatment of von Willebrand’s disease. N Engl ] Med 2004; 351:683—
694.
21.  Paul LF, Giangrande PLF. Pregnancy in women with inherited bleeding disorders. World
Federation of Haemophilia. Treatment of Hemophilia 2003; 29:9.
22.  Caleizi C, Tsakiris DA, Behringer H et al. Two consecutive pregnancies and deliveries in
patients with von Willebrand disease type 3. Haemophilia 1998; 4:845—849.
23.  Scharrer I. Women with von Willebrand disease. Haemostasiologie 2004; 24:44— 49,
24. [Ia6anoB H. I1. 'eMocTa3 B AMHaMuKe MEepBO HEAETH )KU3HU KaK OTPaKeHHUE MeXa-
HU3MOB QJIaNTAIlMN K BHEYTPOOHOH sk13HH HOBOpOKIeHHBIX. [Tequarpus 2000; 3:84—91.
25. PoxxpgectseHcKasat0.0.,BasuHI.B.,bonrosall.B.,6oinkoE.A.,ApxnnoBak.A.,3uH4eHKo . 1.,
EnrnHaC.U.,MosecB.l.,PynaeBak.B.,Mo3ecK.b. FTAY3 Kysbacckasa KnnHuyeckan 6onbHuua nm. C.B.
bennesa, KemepoBCKMIA rocyAapCTBEHHBIN MeAUUMHCKMIA YHUBEPCUTET, KeMepoBCKui
rocygapcTBeHHbIN yHuBepcuTeT, 1. Kemeposo, Poccna AITOPUTMANATHOCTUKNBOE3HU
BUNNEBPAHIA 26.02.2022 1.

74



Pediatric Von Willebrand Disease Treatment & Management Updated: Oct 17,
2024 https://emedicine.medscape.com/article/959825-guidelines?form=fpf
26.

75





