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Prck mocineonepaliiOHHOIO KPOBOTEUYEH
y MAIUEHTOB C HEAUArHOCTUPOBAHHOU
Oose3Hb0 Buaieopania

» 1ociae TOH3WIKTOMUU 18-22% (B 001I€M MOMYISIAN
2-5%), yaie Ha 5-7 CyTKHU

» nocie centomiacTuku - 12-15% (cpeanuii oobem
KPOBOIIOTEPHU B 2.5 pa3a BbIIIE HOPMHBI)

C yd4eTroM TOro, 4TO AAHHBIE OCJOXXHEHMS MNEePHOINYECKHU
BCTPCUAIOTCS B paborte 1100010 OTJICJICHUS
OTOPHUHOJIAPHUHTOJIOTUH, MOXXHO IPEANOJIOXKHTh, UYTO YacTh
13 HUX 00YyCJI0OBJIEHa UIMEHHO HEA0CTAaTOYHOM JUArHOCTUKOMN
6one3nn Bumnebpanga

Kabaesa, E. H. Pa3paboTka MeToAd NePBMYHOrO CKPMHUHIA 6oAEe3HM Buarebpanaa / E. H. Kabaesa, A. T. Lpnpko // Tematoaorms. TpaHcdpysmoaorma. BoctouHas Espona. - 2023.

James, P. D. ASH ISTH NHF WFH 2021 guidelines on the diagnosis of von Willebrand disease / P. D. James [etf al.] // Blood Advances. — 2021

Tosetto, A. A quantitative analysis of bleeding symptoms in type 1 von Willebrand disease: results from a multicenter European study / A. Tosetto [et al.] // Journal of Thrombosis and Haemostasis. - 2006.
Federici, A. B. Prophylaxis in patients with von Willebrand disease: who, when, how? / A. B. Federici // Journal of Thrombosis and Haemostasis. - 2015.



MecTHbIE NPUYHUHBI HOCOBBIX
KPOBOTCUYECHUM:

* TpaBMbl, oliepaliii, UHOPOIHBIE TENIA;

* ATpo(prueckuii pUHUT, CYXOM NepeIHUN PHUHUT,
AJUIEPTUYECKUN PUHNAT;

* llckpuBiIeHHE HOCOBOY NIEPETOPOIKH;

e XpOHMYECKOE CEHUPUIECKOE BOCTAICHNE
(TyOepKyiie3, CU(UINC);

* OmyXxoJ1d HOCa U OKOJIOHOCOBBIX ITa3yX
(remMaHruoma, anruo(puopoMa HOCOITIOTKH, Pak,
capkoMa).

Paxxabos A.X., MyxutamHOBA H.X. PELLMAMBUPYIOLLIME HOCOBbIE KPOBOTEYEHMS. EBPA3MMCKMIN XXYPHOA OTOPUHOAQPUHIOAOTMM - XMPYPTMU TOAOBBI U LLIEU.
2023;2(4):19-23.



AAS BbISBAEHMSA MALLMEHTOB C PUCKOM
KDOBOTEYEHMN NEPEA ONMepaLMEN:

1. AHKETUPOBAHME MO LLUKAAE OLLEHKM
reMopPPArM4eCKOro CMHAPOMA (=24 BAAAOB -
NOKA3AHME K KOHCYAbTALLMWN TEMATOAOTQ).

2. OHAQUH-TECTUPOBAHME

3. AQOOpPATOPHbIE MCCAEAOBAHMS
(KOAryAOrpamma, VPOBEHb AOAKTOPO
BUAAEOpPAHAQ)

L'|YBCTBI/IT6/\bHOCTb CKPUNHNHTOBbIX METOAOB

arocturaet 100% npum cneumdomyHocTtm 87%



TakTuka BEACHUA XUPYPrudeCKUx
MAlMCHTOB IIPU HAJIMYUH OOJIC3HU
Bunnedpanga (Miau MOA03PECHUN ):

- IUIAHUPOBAHHUE OIEPAIlMH HA YTPEHHUE YaCHl,

- IPUMEHEHHUE TPAaHEKCAaMOBOU KUCHOTHI (10-15
MI/KT),

- OIIPEACIICHUE YPOBHS U aKTMBHOCTH (pakTOpa
Buiieopanaa B mj1a3me nepes onepauuei ¢
OLICHKOW HEOOXOIMMOCTH 3aMECTUTEIILHON TepaInuu
(koHueHtpatbl ®B/dpakropa VIII),

- MOHUTOPHHT F'€MOCTa3a B MOCIICOIIEPALIMOHHOM
[IEPUOJIE



CkpunuHr vwdtest.com/ru

Haemophilia

Diagnosis Quiz

JKeHmMWHBI H HAPYIIEHHS CBEPTHIBAEMOCTH KPOBH

\/2 H.IH 60.1€€ ~) OfpaTHTeCh K Bpady,
npoiauTe 00C/1e10BAHHE HA HAPYIIEHHE

CBEPTBIBA€MOCTH KPOBH

T'oBopsmui
KpacHBbIH

4 (&

AuTe/IbHOE T IMTeIbHOE JIHTeIbHBbIE
KpOBOTEYE€HHE (>10 MHH.) H/IH KpOBOTEeYeHHS H3
(mope3sl, TSEKEJI0€ HOCOBOe  J€CeH HJIH Moc/Ie
onepamnus) KpPOBOTE4YEHHE yaajieHus 3Y00B

I (9 e

CeMeHHBIH aHAMHE3

TsReable HIH YacTble H/HIH
HApYIEeHHH AJIATE/IbHbIE 0osbIIHE CHHAKH
CBEpPTHIBAEMOCTH (>7 aneii)
KpoBH MecsTYHbIe

’\ '
IIociepoaoBoe HexocraTok IoTpeSHOCTH B
KPOBOTEYeHHE Kejle3a, aHEMHS  reMoTpaHC)Y3IHH

https://haemophilia.org.uk/



bone3np Bunineopanga (bB)

» Haunbonee PACIPOCTPAHEHHOE HACJIEICTBEHHOC
(ayTOCOMHO€) HapyIIeHHWE CBEPTHIBAIOIIECH CHCTEMBI
KpOBH

» daktop BuaneOpanga MOXET pearupoBarb — Kak
octpodazoBeiii 0eok + ero ypoBeHb y jui ¢ 0 (I)
IpyInor KpOBU HYKE Ha 25%

» JlaboparopHasi AUArHOCTHMKA - HECKOJIBKO TECTOB, H3
KOTOPBIX HHM OJAWH HE o00jgagaeT aOCOIHTHBIM
JTMAaTHOCTUYECKUM 3HAUECHUEM.

» BouHOoOOpa3HbIN Xapakrep U3MECHEHMA
KOJMYE€CTBEHHBIX U KAYeCTBEHHbIX XapPaKTEPUCTHUK
¢paxkTopa Buiiieopanaa

ManasH A.M. BoAe3Hb BUAAEBPAHAQ: STMOAOTUSA, MATOrEHE3, OCOBEHHOCTH AQBOPATOPHOM AMATHOCTUKM (Aekums) // BeCTHUK remaTtoaormm. 2021. Ne4.



Kak 3armogo3puth npooaeMy?

JAHaAMHE3 M KJIMHHUYECKAs KapTHHA —
[IKAJIbl  OLEHKU I'eMOPParu4eckoro
CHUHIpPOMA

>TpA CyMM€ B 3 Oaila yxX€ MOXKEM

IoJ03peBarb, a npu cymme 4 Oaiuia
JTOJIKHBI II0103PEBATH 00JIE3HD
BuiuieOpaHaTa.



[lIxaa olleHKU TIKECTHU

reMOPPArn4eCKOro CHHAPOMA

Knunnyeckue MPOABICHHA

Bannst’
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Hocogeie KPOBOTCHCHHA

He Oburo v
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= 10 MuByT
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(3)
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Tamnonazna, HiH
[PHKHIAHHE, HIIH
HCTMONBEIOBAHHE
HHrHOHTOpOB PUBpHHOTH3A”

Tpancdyzus KposH, ce
KOMIIOHCHTOB HIIH
BAMCCTHTEIRHAA TE]')aITHﬁ.
H/IH 1ECMOTPECCHH )

CHHAKH

He 0610 HiH
= 1em

= | M M CHOHTAHHBIE

Bpavebuas koHCynbTALIMA

KporoTeuenna nz HeboaBIIHX
pan

He onimo uan
< 5 aNH30M0B B TO

= 5 MH300R B IO
IITH THTENEHOCTRIO
= 5 MHHYT

Bpauctnan KoHCyARTAIMA

XHPYPruvecKHii remocras
11T HCMOMB30BAHHE
nHruduTopos GudpHHOII3A

I'panciy3us KPORM, ee
KOMTMOHEHTOB HITH
BAMECTHTENEHAA TCPAIH,
HIIH JIECMOIPECCHH

Kporoteuenna u3 cnu3ncToii He Grino brinn, xots 01 1 anuzon BpauebHas KoHCYIRTAIMA Xupypruuecknii remocras I'pancdyzns kporu, ee
MONOCTH PTa B IO KOMINOHCHTOR HITH
BAMCCTHTCILHAA TCPAITHA,
HITH JIECMOTTPECCHH
JKenynouno-knmedHke He brino bEiH, cRA3aHHBIE C A3BEHHOH BEITH, CIOHTAHHEIE XHpYpruveckHi remocras,

KPOBOTCUCHIA

OOIe3HBIO, MOPTATLHOT
CHICPTCHIHEIH,
AHTHOJIHCTIIA3HEH

HCTIONB30BAHHE
nuruduTopos GUOPHHOIH3A,
TpaHcdy3Hs IPHTPOIHTOR,
3AMECTHTENRHAA TEParia
HIIH JECMOTIPECCHH

KpoBoTedeHUs NpH yIaneHHn
3y00B

He Os110
KPORGTE‘IEHHH mocne
He < 2 yaaneHuii

He nposoaunace
AKCTPAKITHA HITH
OTCYTCTEHE
KPOBOTEYEHHA [0CTIEe
| ynamenus

brin KPUBUTE‘-IEHHH B

< 1/4 BRINOTHEHHBIX
IKCTPAKIHIL, He TpeboBaaH
BMEILATC/ILCTB

\BLU1H KpOBOTEHEHHA B

= 1/4 BRINOTHEHHBIX
AKCTPAK I.IHFI, BMEIIATCILLTE
He Tpedozain

Hanomenue wWBoB Miax
TAMTIOHATA IO 'T'pESOBﬂHHI(!

(Tpancdyins kpoen, ee
KOMITOHEHTOR,
FAMECCTHTCIBHAA TEPATHA
HITH JICCMOIIPECCHH

KporoTeuenus npH
XHPYPrHIECKHX
BMEILIATE/ILETBAX

He Obimo
KPOROTEUSHHH TIOCTE
HE = 2 BMEHIATENLCTE

He nposoaunnce
BMEINATEILCTRA HITH
OTCYTCTBHE
KPOBGTC‘]EHHH nocne
| BMENIATEILCTRA

beinu KpoBOTEUEHHA B

< 1/4 BEIMOJHEHHBIX
XHPYPrHUECKHX NPOLEIYP,
BMENIATENRCTE HE TpﬁﬁﬂBB.I'IH

bELTH KPOBOTEMEHHA B
> 1/4 BRINOJIHEHHBIX

XHPYPrHYECKHX NPOLERyp,
[BMEMIATETRCTE He TpefoBamn

XHPYPrHiecKHil reMocTas
HITH HCMO/B30RaHHE
unruburopos dpubpunonnia

Tpancdiyans Kporu, ee
KOMIOHEHTOR,
GAMECTHTE/IbHAA TEPANHA
HITH [IECMOTIPECCHH

2- AMUHOKaIIPOHOBAs KMUCJIOTA, TPAaHEKCAaMOBask KUCJIOTa (MHTMOUTOPBI (PUOPUHOIIN3A)

MunuHCcTEepCTBO 31paBooxpanenus Pecnyonuku benapycs. Knmanueckuii mpotokod «Oka3aHne MEIUIMHCKOW IIOMOIIN HaieHTaM (B3pOCioe U IETCKOE
HaceJieHne) ¢ 6oJe3Hbr0 Bumnedpanga» 2022




basuibHasa OLEHKA TKECTU TEMOPPATUUECKOr0 CUHAPOMA -

CYMMHPOBAHHUC 0aJIJIOB CAMBIX TSKEJIBIX I1IN3010B

KpOBOTOYMBOCTH. /{11 quarHoctrku bB cymma 6aninos > 4
uMeeT 4yBCTBUTENBHOCTE 100%, cnenuduynocTs — 87 %

MeHcTpyanbHbie
KPOBOTEUEHHA

MeaHIHICKAA TOMOITE
He TpeboBanack

BpaucOuas koHcyNbTALNHA
HTH CMEHA MPoKIaaoK vaine |
pasa B 2 vaca WM
UGPEUUBEIHI‘IB CI'YCTHKOB MIIH
HpUTEI{ﬂHH&!

2 IMU3OI0B B rOf

peMeHHOT
HETPYA0CTIOCODHOCTH HITH
HCIMOAB3OBAHHE I‘IHFHGI‘ITUPUB
{pudpunOIH3Aa,
TOPMOHANLHOTO JICUEHHA HITH
JIC, copepkaninx seneso

KoMmOHHHpOBAHHOE TCYCHHE
C MPHMEHEHHEM
HHrHOHTOpOR (uGpHHOTH3A
H rl}pMUHaJ’IbI—IUl’O JIEHEHHH,
HIIH [TOABIEHHE
KPOBOTEUCHHI ¢ MOMEHTA
Havana MeHapxe

W THTENEHOCTRED

[CocrHTATH3ALIHA

H 3KCTPEHHOE JICUCHHE
MIH HEODXO0JIHMOCTh

B TpaHcdyysun Kposn, ee
HOMIIOHEHTOR,
BAMECTHTEILHAA TEPATHA,
MECMOTIPECCHH, KIOPETAMK,
ABIAMA IHAOMETPHA,

= 12 Mecaues IHCTEPIKTOMHA
[Mocneponoesie kposoTeueHus [He Gbino He 6p110 ponos uny [Bpaucbuaa koncynstauna  [Menoassosanue JIC, Tpancdy3na KposH, e¢ UTioboe IKCTPEHHOS HITH
KPOBOTEUEHMIT mocne [He OO KPOBOTEUEHHA [ITH HCMONB30BAHHE CONEPKALLNX KeTe30, HIH  |KOMIOHEHTOB, OMepaTHBHOE
HE < 2 poaos mnocine | poaos OKCHTOLHHA HIH TIOXHOMETPA HHFHﬁHTO]}OB fb“ﬁpl’ll—]ﬂ:‘ﬁ"ﬁﬂ FMECTHTCILHAA TEPATTHA BMCIIATEITBCTRO
B TEUEHHE = 6 HEOEb HIIH JECMONPECCHH, HIIH FHCTEPAKTOMHH,

HE00XOUMOCTE
ICCIeIoBaHHA

nox aHecTeznel u (M)
HCMOIE30BAHHA
BHy’FpHMaTU'{HUI'U Gam‘mua
1 {(HJIH) TaMIIOHAABL MATKH

IEerHpoOBaHNE BHYTPEHHEH
MoAB3I0IIHON apTepHi,
AMOOIH3AIHA MATOUHOTH
APTEPHH, HATIOWEHHE
MATOMHEIX
tpukCHpYIOLINX IBOB)

[loakoxHke Hurorna e Guimo brim nocne TpaeM, neueHHA |bBIIH CIOHTAHHEBIE TEMATOMBL{BBUTH CTIOHTAHHEIE HITH BEITH CTIOHTAHHEIE HIH
H BHYTPHMBIILICHHBIE He TpeboBan UledeHHA He TpeboBAIH [OCHE TPABM, Mocne TpaBM,
KPOBOHITHAHHS notpeboBaBimne noTpeboBaBIINe
MPHMEHEHHA JECMONPECCHHAXHPYPIHUSCKOTO
HITH 3aMECTHTENBHOI BMEIIATENRCTRA HITH
[TepauH rpancdy3un
KpoBoTedeHiA B CYCTABbI Hukorna ve Gnimo Boimi nochne Tpasm, JedeHus [BeUtH cClioHTaHHbIE, TevueHis  |BLITH CIIOHTAHHLIC HITH BLLIH CIIOHTAHHLIE HITH
He TpedoBaan He TpeboRanu [OCIE TPABM, MOCHe TPaBM,
notpeGoBare noTpeGorapime
LPHMEHEHHA JECMONPECCHHA NPOBEIeHHA
WITH 3aMECTHTEILHAA KHPYPrHYECKOTO
[Tepanys BMEMIATERCTRA HITH
TpaHcy3HH
KpoBoninuauua Hukoraa ve 0bu1o ICyOaypanbhas remaroma,  [Buyrpamosrosas
B HEHTPANBLHYIO HEPBHYIO notpebopasman modoro reMaToMa,
CHCTEMY BMENIATENRCTRA noTpeboBarinad Moooro
BMEIIATENRCTRA

MUHUCTEPCTBO 3APABOOXPAHEHMS PecnybAnkn beaapych. KAMHMYECKMM MPOTOKOA «OKA3AHME MEAMLIMHCKOM MOMOLLM MALIMEHTAM (B3POCAOE U

AETCKOE HaceAeHMe) ¢ BoAe3HbIO BuarebpaHaan 2022




Pecny0iMKaHCKUN KAOUHET l
reMoCTa3uonarum

» Haxonntbeda Ha Oaze ['Y
«MUHCKHH HAYYHO-
MIPAKTUYECKUMN [IEHTP
XAPYPIrUH,
TPAHCIIAHTOJIOTUH U -
TEMATOJIOT UM

» [IpenBaputeiibHas 3aUChH
HA KOHCYJIBTAILIUIO TEIL.:

(8017) 277 28 33

g

ABTOPCKMM CACHA



3aKJIIOUcHUE

» Ha cerogasmauii MoMeHT B PecnyOnuke bemapych
1eaecooOpaseH CKPUHHHT BCEX AIFCHTOB,
HAIIPABISIEMbIX  HA  IUIAHOBBIE  XHPYPIrUUYECKHUE
BMEIIIATEIbCTRA.

» CKpUHUHT HE TpPeOyeT Ha3HAYCHHUS JTOTOJTHUTEIbHBIX
AHAJIM30B U MOXET OBITh OCYIIECTBICH B TOM YMCIIC U

Opd [OMOINM  OHJAWH-ONPOCHHMKOB,  HamIpUMED,
VWDtest.com/ru.

» JIaHHBIX CKPHMHHUHI MOXXET OBITh IMPOBEACH KaK Ha
3TAle IOJATOTOBKM IMMAIMEHTA K OIl€palMv, TaK U Ha
3TaIl€ rOCIMUTAIN3AINMN.



3aKJIIOUCHHUE

» llo JTAHHBIM JIATEPATYPHI, PUCK
MTOCJICONEePAIMOHHOTO KPOBOTCUYCHUS y
[MAllMCHTOB C HEAWArHOCTHUPOBAHHOW OOJIC3HBIO
BuiieOpanga AOCTUTAET IIOCIE€ TOH3UIAPKTOMHUU
18-22% (B oOmien nonynsamuu 2-5%), Jyaie Ha S-
7 CyTKH, a mociie cenroractuku - 12-15%
(cpenHul 00BEM KPOBOMOTEPH B 2.5 pasza BHIIIE
HOPMBI).

» PanHee BepiBICHHME Oone3nu BumieOpannaa
1O3BOJIUT CHM3UTh PHUCK OINEPALMOHHBIX
OCJIOKHEHU.



Cmoacu00 3a BHUMaHue!

Perminov a@mail.ru
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