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Pesiome

B maHHOW cTaTbe NpefAcTaBieH KIMHNYECKUI Cydall 6one3Hun BunnebpaHaa B KOHTEKCTE
COBPEMEHHbIX BO3MOXHOCTEN ANArHoCTKM Koarynonatuii B Pecny6nuke benapycb. nu-
TeNIbHOe MPUIMEHEHVEe MaLueHTOM WHTPaHa3anbHOro cnpesi MOMeTa3oHa ¢ypoarta ans
NeYyeHna NepCcuUCTUPYIOLLEro anfiepruyeckoro puHUTa MOrIO 3aMackMpoBaTb MCTUHHYIO
NPUYMHY PeLANBLPYIOLLMX HOCOBbIX KPOBOTEYeHM. Icnonb3oBaHWe BpauoM-0TOPUHO-
NAPVIHTONIOrOM LUKaJibl OLIEHKM FeMOpparnyeckoro CMHAPOMa no3Bonmnno 060CHOBaHHO
3anofo3puTb KoarynonaTuio, HEeCMOTPA Ha OTCYTCTBME M3MEHEHUI B KoarysorpaMmme Ha
MOMEHT OCMOTPa, YTO NO3BONIAIIO NPY AarnbHelLwem 06cnefoBaHNN BbIABUTD Y NaLeHTa
6onesHb BunnebpaHpa.

HacTtopoxeHHOCTb Bpayeli-OTOPUHONAPUHIONIOrOB B OTHOWeHUN 6one3Hn BunnebpaHaa
KaK Hanbosee 4yacTon NPUYMHbI FeMOPPArMYeCcKOro CUHAPOMA Y NMaLMeHTOB C HOCOBbIMU
KPOBOTEUYEHUSAMU, KPOBOTEUEHNAMM MOCIE XUPYPrUYECKUX BMELLIATENbCTB TPEOYET yriy-
6neHHOro cbopa aHamHe3a (aHKeTMpoBaHuA). [py BbIABNEHUM COMYTCTBYIOLMX NPOAB-
NEHNIN remopparnyeckoro CMHAPOMa, B TOM YMC/E 1 NeXallmx BHe HeNoCpeaCcTBEHHOrO
«$pOKyca BHUMaHMsA» BPaUyen-0TOPUHONAPVHIONOroB, TPebyeTcs KOHCYNbTal s Bpaya-re-
maTtosora. Mpy 3ToM OTCYTCTBME MATONOMMUYECKMX M3MEHEHUI B TabOPaTOPHbIX NOKa3a-
TeNAX KoarynorpamMmmbl He MPOTVBOPEYMT HEOOXOAUMOCTI KOHCYNbTAL MM Bpaya-reMaTo-
nora. C yyetoM JOCTYNHOCTM OHMAMH-ONPOCHNKOB A1 CAMOCTOATENIbHOMO 3anofIHeHUsA
(vwdtest.com/ru) cnefyeT paccMOTPETb NOAXOA K CKPUHUHIY Ha Hanuuyme remopparmye-
CKOro CUHAPOMa BCEX MaLMEHTOB Nnepeq NiaHOBbIMU XMPYPrmyeCcKUMimn BMeLIaTeNbCTBa-
MU (Hanpumep, PeKOMeHA0BaTb NaLMeHTaM CaMOCTOATENIbHO 3an0JIHUTbL OHMAMH-ONPOC-
HUK 1 NPOUHGOPMUPOBATb O pe3yNibTaTax CBOEro Bpaya JIMbo Ha dTane NnofrotoBKY K
onepaumu, NMbo Ha 3Tane rocnuTanusauum). 3To NO3BONUT YMEHBLUNTL PUCKU UHTPa- 1
NoCTONEPaLMOHHbBIX KPOBOTEYEHWIA.

KnioueBble cnoBa: HOCOBOe KpoBOTeueHue, 6onesHb BunnebpaHaa, KpoBoTeueHnUs n3
30HbI Knccenbbaxa, remopparmyecknii CMHAPOM, aHKeTUPOBaHMe
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Abstract

The article presents a clinical case of von Willebrand disease in the context of modern
diagnostic capabilities for coagulopathies in the Republic of Belarus. Long-term use
of intranasal mometasone furoate spray by the patient for the treatment of persistent
allergic rhinitis could mask the true cause of recurrent nosebleeds. The use of the
hemorrhagic syndrome assessment scale by the otolaryngologist allowed a reasonable
suspicion of coagulopathy despite the absence of changes in the coagulogram at the time
of examination, which enabled identifying von Willebrand disease in the patient under
further examination.

The alertness of otorhinolaryngologists to von Willebrand disease, as the most common
cause of hemorrhagic syndrome, in patients with nosebleeds and with bleeding after
surgical interventions requires in-depth history taking (questionnaires). If concomitant
manifestations of hemorrhagic syndrome are detected, including those lying outside the
immediate "focus of attention" of otolaryngologists, a consultation with a hematologist is
required. At the same time, the absence of pathological changes in the laboratory findings
of the coagulogram does not contradict the need for a consultation with a hematologist.
Given the availability of online questionnaires for self-completion (vwdtest.com/ru), an
approach to screening for the presence of hemorrhagic syndrome in all patients before
plannedsurgical interventions should be considered (forexample, recommending patients
to independently complete the online questionnaire and inform their doctor about the
results either at the stage of preparation for surgery or at the stage of hospitalization). This
will reduce the risks of intraoperative and postoperative bleeding.

Keywords: nosebleed, von Willebrand disease, bleeding from the Kiesselbach area,
hemorrhagic syndrome, questionnaire

B BBEJEHWE

CoBpemeHHble AnarHoCcTUYeckme BO3MOXXHOCTU B Pecnybnuke benapycb no3sonsior
pacwmMpnUTb BO3MOXKHOCTU BbIABIEHNA WUCTVMHHBIX MPUYMH PELIMAUNBMPYIOLWMX HOCOBbIX
KpoBoTeyeHun. OfHa 13 BO3MOXHbIX MPUYVH PELMANBUPYIOLLMX HOCOBBIX KPOBOTEYe-
HWUI — NPOSBNEHNE CUCTEMHOTO FEMOPPArnYeckoro CUHAPOMa, B YaCTHOCTH, Npu H6ones-
HU Bunnebpanga. MNpwu 3ToM natoNormm naumeHTbl MOFyT CTPadaTbh OT YacTbiX KPOBOTeYe-
HUIA, aHeMUK 1 fedrLUTa XKeNle3a, apTPaNrumn U CHUXKEHUSI KauecTBa Xn3Hu. U, uto bonee
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OMNacHO, CyLLlecTBYeT PUCK NPOdY3HOro KPOBOTEUEHNA BO BPEMA onepaLiv Uu B pesyb-
TaTe TPaBMbl, @ TakXe MHBaNMan3auny nayneHTa BCneacTBme NopaxXeHUA CyCcTaBoB, Npo-
6nem ¢ BblHalWMBaHUeM 6epemeHHOCTM 1 gp. [1].

BbonesHb BunnebpaHga — Hambonee pacnpocTpaHeHHOe HacneAcTBeHHoe (ayToCoM-
HOe) pacCTPOMCTBO CBepTbiBaloLWen CMCTEMbl KPOBM M camasd 4YacTad MpuynHa ypes-
MEPHOW KPOBOTOUMBOCTU Yy Ntofei [2]. PacnpocTpaHeHHOCTb 6onesHun BunnebpaHga Ha
100 TbIC. HaCENEHUA COCTABNAET, Hanpumep, B ABcTpanuu — 8,5; B BenukobputaHum —
16,05; B Utanuu - 5,3; B Cnosakum - 11,2; 8 Yexum — 7,7; 8 Benrpum - 14,5; B MNonbie - 4,5.
3aboneBaHue BcTpeyaetca y 0,5-1% HaceneHus, Npy 3TOM PacnpoCTPaHEHHOCTb KIMHU-
yeckm 3HaUMMbIX popm cocTaBnseT 1-2 yenoseka Ha 10 000. Micxopa 13 3TUX pacyeToB B
Pecny6nuke benapycb fonxHO ObITb Ha yueTe He meHee 1000-2000 nauneHToB ¢ 6ones-
Hbto BunnebpaHga. MNpu 3ToM Ha MOMEHT HanvcaHuA cTaTby (Aekabpb 2024 r.) Ha yueTe
B PecnybnukaHckom peructpe koarynonatuin 6o110 3apernctpuposaHo 205 naumneHTos
c 6onesHbto BunnebpaHpa [3]. 3To oTpaxaeT, BepoATHee BCero, HeJOCTaTOUHYI0 AnarHo-
CTVKY faHHOro 3aboneBaHunsA B HacToslee Bpema B Pecnybnmke benapyco.

3aboneBaHue 06ycnoBneHoO BOTHOOOPa3HbIM KONNYECTBEHHBIM /WA KaueCTBEHHbIM
neduuntom daktopa Bunnebpanga. MocnegHuin npeactaBnaeT cobo nnasmeHHbIn 6e-
NOK, onocpeayoLnii HavanbHY arperaunio U aaresvo ToomooLUTOB B MecTe NoBpeX-
LEeHNA dHOOTeNnA COCYAa, B3aMMOLEWNCTBYIOWMIA C KOMNareHoOM COCyAUCTON CTEHKW U
ctabunusupytowmin daktop VIl [2]. OcobeHHOCTbIO faHHOrO 3aboneBaHNA ABNAETCA Bbl-
cokas BaprabenbHOCTb KOHLEeHTpauny pakTopa BunnebpaHaa B nnasme. JaHHbIl 6enok
oTHOCUTCA K ocTpoda3oBbiM Genkam Mnasmbl, B CBA3M C YEM €ro KOHLEHTpaLmMA MOXeT
MEHATbCA N3-3a BOCMNANUTENbHbIX ABAEHUN, CTpecca N T. 4. TO Bbi3blBaeT TPYAHOCTN B
WHTepnpeTauumn pe3ynbraToB 1abopaTopHON ANAarHOCTUKN U3-3a onpefeneHHOoN BepoAT-
HOCTU NOXHOOTPMLATENbHbIX pe3ynbTatoB. OfHMM U3 cnocoboB NpeoaoneHns AaHHON
npo6nembl ABNATCA MOBTOPHbIE aHANV3bl KPOBMU.

[JunarHo3 6one3Hun BunnebpaHga 0CHOBbIBAETCA Ha OLIEHKe KNMHUYECKUX MPOABNIEHNN
N CeMeNHOro aHaMHe3a, JaHHbIX NabopaTopHoro obcnenoBaHua. Cpefyn xapakTepHbIX
NPOABIEHN MOBbILEHHON KPOBOTOUMBOCTY Y MaumeHToB C 6one3Hbio BunnebpaHaa
cnepyeT Ha3BaTb HOCOBbIE KPOBOTEUEHUA, KPOBOTOUMBOCTb AeCeH, KPOBOTOUMBOCTb He-
60onbLUMX NMOPE30B KOXM, KPOBOTEUEHMA NOC/ie onepaTvBHbIX BMeLLaTeNbCTB, SKCTPaK-
uuin 3y60oB, BO3MOXKHO pa3BUTME FreMapTPO30B 1 MEKMbILIEYHbIX reMaToMm [4]. Y KeHLWmH
KNMHMYECKN Hanbonee 3HauMMbIM MposABfieHNeM 6one3Hn ABNAETCA yBenuueHue anu-
TeNIbHOCTY 1 06 bemMa MeHCTpYyasibHbIX BblAeNeHNIA, yyalleHe SM1M3040B MEHCTPYaNIbHOro
KpoBoTeueHusa (MeHopparus) [2].

B cBA3M Cc pa3HoObOpazmem KNMHMYECKNX 1 NabopaTopHbIX MPoABAeHWi 3aboneBaHnA
C Uenbio CKpUHUHIa cneymduyeckmx *anob 1 aHamHesa paspaboTaHbl HECKOMBKO LKas
OLeHKM CUMNTOMOB B 6annax, KoTopble MOMOralT Bpauy BbIABUTb FPynny nauneHTos,
Tpebytowwmx nabopatopHoro obcneoBaHnA 1 KOHCYbTauuy rematonora. CywecTBytoT
TaKXXe OHNaNH-ONPOCHUKKN (Hanpumep, vwdtest.com/ru), nomoratwlLme Bpady-oTOpUHO-
napviHronory (MM6o NaurneHTy CamoCcToATeIbHO) MPOBECTU CKPUHWHT NPOABReHU 6ones-
HW BunnebpaHga.

B gmarHoctuke 6one3Hn BunnebpaHpa (M gpyrmx remoctasuonaTuil) oueHKa Bblpa-
MEeHHOCTV remMopparmyeckoro cuHgpoma B 6annax =4 nmeet 4yBCTBUTENbHOCTL 100%,
cneundnyHocTb — 87%, NONOXKUTENbHOE MPOrHOCTUYeCKoe 3HavyeHne - 0,20, oTpuua-
TesfIbHOE NPOrHoCcTUYeckoe 3HauveHne — 1,00 [5, 6]. B HacToALlee BpeMa obcnenoBaHme u
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nevyeHuve nauueHToB ¢ 6onesHblo BunnebpaHga NpoBOAUTCA B COOTBETCTBUMN C YTBEPXK-
OEHHbIM KNNHUYeCKUm npoTtokonioM «OKasaHve mMefgMLMHCKON NOMOLWM nauueHTam C
6onesHblo BunnebpaHaa — B3pocnoe 1 AeTckoe HaceneHme» (noctaHoBneHne MuHucrtep-
CTBa 3fpaBooxpaHeHuna Pecnybnuku benapycb N2 80 ot 29.07.2022), B CTPYKTYpY KOTOPO-
ro B BUAe NPUIoXeHNA BXOANT AaHHanA LiKana oueHKn (Tabnuua «Lkana oueHKn TaxecTu
remMopparmyeckoro cuHgpoma) [7]. bannbHaa oueHKa BbipaXeHHOCTW reMopparmyecko-
ro CHAPOMa ABNAETCA pe3yNibTaToM CYMMMUPOBaHNA OLIEHOYHbIX 6anioB cambIX TAXKENbIX
3M1M3040B KPOBOTOUMBOCTY MO KaxJoWn cTpoke. B TekcTe Tabnuubl dpasza «<MegnumHckas
NMOMOLLb: TOSIbKO KOHCY/bTaLMA» O3HaYaeT OLLeHKY remopparnyeckoro anvM3ofa Megukom
noboro ypoBHA 1 cneymnanbHOCTK (Bpay, MeacecTpa, ctomatonor) 6e3 npoefeHus ne-
yebHbIX MeponpuATUIA. Hannune y naumneHTa remopparnyeckux NnpoABieHnid Mo WKanam-
OMNPOCHMKaM, BbIPaXXeHHOCTb KOTOPbIX >4 6aNnoB, ABNAETCA NOKa3aHNeM K BbINOAHEHUIO
nabopaTopHbIX ANArHOCTUUECKUX UCCnegoBaHUn. Hanpumep, ecnu naumneHT obpatunca K
Bpauy-OTOPMHOMAPUHIONOrY C *anobaMu Ha KPOBOTEUEHMA 13 HOCa, TO B COOTBETCTBUM
¢ Tabnuuen «lKana oueHKM TAXKECTN reMopparmyeckoro CMHAPOMa» OH yXKe mnony4yaet
2 6anna no wWkKane oUeHKN BblpaXeHHOCT reMopparnyeckoro cuHgpoma (obpatleHue 3a
BpayebHoI KoHCynbTaumel). Ecnu npm 3Tom B aHaMHe3e ecTb GaKT nepeaHen TamnoHaabl
Ha MOMeHT obpalleHna uIv B aHamHe3e (Mnu NpUMeHeHne aMUHOKaNpPOHOBOW KACOTbI),
TO MaymeHT HabupaeT cpasy yxe 3 6anna. [lpn 3TOM JONONHUTENBHBIN CUMMTOM B BUAE
nerkoro obpasoBaHNA CMHAKOB UM 06UNbHbIE MecsAYHble, MOTpeboBaBLUNE KOHCYNbTa-
UMM TMHEeKoNora Uan oTBevaloLie XapaktepucTikam (cm. Tabnuuy «Llikana oueHkn Ta-
XecTn remopparnyeckoro cMHapomar), fobasnstot ewe 1 6ann, gasad B cymme 4 6anna.
B 3TOM cnyuae TpebyeTca KOHCYNbTauma reMaTosora C Lesbio UckntoueHms 6onesnu Bun-
nebpaHpa v apyrux remoctas3monaTuin BHe 3aBUCMOCTY OT pe3ysibTaToB aHann30B KPOBU.

B KJIMHWYECKUIN CNYYAN

Ha ambynaTtopHbIii npuem o6paTtuncs nauueHT B., 19 neT, ¢ )anob6amm Ha NOBTOPHbIE
HOCOBblE KpOBOTEUeHMs ¢ 16 neT. KpoBoTeueHMs 13 o6enx CTOPOH HOCa, TO CNpaBa, To
cneBa. IHorga KpoBoTeueHns o6usibHble, MOTYT AAUTbCA A0 15 MUHYT; MHOrAa MeHee

A B C

Puc. 1. JHgOCKONNYecKas KapTuHa nepegHUX OTAeNOB Hoca cnpaBa (A) n cneBa (B) nauveHTa B.

1 QR-Kop co ccbinkoin Ha Buaeo tenesngockonum (C) Toro e nayueHTa. 1 - HNKHAA HOCOBaA PaKOBUHaA;
2 - HocoBas Nneperopogka

Fig. 1. Endoscopic picture of the anterior parts of the nose on the right (A) and left (B) of patientV.and a
QR code with a link to a video of teleendoscopy (C) of the same patient. 1 - inferior turbinate;

2 - pasal septum
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WHTEHCWBHbIE, ANATCA OKOMO 4-5 MUHYT, Gbina nepefHAA TaMNoHaja, BbIMOSIHeHHaa 6pu-
ragon ckopou nomouwu. BeinonHeH ocMoOTp, B TOM yuncne C TenesHgockonuen (puc. 1).
Mo QR kofy Ha puc. 1 BO3MOXEH NPOCMOTP BMAEO TenesHgockonuu. Mpu sHgockonmye-
CKOM 1CCNeloBaHNM B NepefHUX OTAenax HOCOBOW NePeropofKm BbipaXeH COCyaMCTbIN
PUCYHOK, YMepeHHOe KON-BO KOPOUeK, B TOM Uucsie cjieBa C reMopparmyeckum KoMmno-
HeHTOM. Cnn3uncTan ob6onouka ymepeHHo oTeyHas, MecTaMy LIMaHOTMYHaA.

LLikana oLleHKI TAXKeCTU reMopparnyeckoro cMHapoma
Scale for assessing the severity of hemorrhagic syndrome

Ne KnuHnye- Bannbt’
CKne npo-
n/n
ABNEHNA -1 0 1 2 3 4
TpaHcdy3ua
TamnoHaga, paHchy
>5 3nu3onos KpOBU, €e KOM-
He 6bi0 UK NpuXxura-
HocoBble B rof uim BpauebHas NMOHEHTOB, UMK
nnmn <5 HWe, NN nc-
1 KpoBoTeye- LONNTENIbHO- | KOHCYNbTa- 3amecTuTenb-
ann3opos nosb3oBaHue
HYA CTblO uun HasA Tepanus,
Brof WHIMOUTOPOB
>10 MUHYT , | nnm pecmo-
$unbpuHonusa
npeccyiH
BpauebHasn
He 6bino >Tcmum p
2 | CuHAKK KOHCynbTa-
U <1 CM | CMOHTaHHble
unA
Tpancdysna
Xunpypruue- parcy
>5 3nu3opos M KpPOBU, ee KOM-
KpoBorte- He 6bino CKMI remocTas
B rof unm BpauebHas NMOHEHTOB, NN
YyeHua u3 nnm <5 WK NCMONb-
3 LONNTENIbHO- | KOHCYJbTa- 3amecTuTenb-
He6obWNX 3Mn130408B 30BaHue
CTblo umA HasA Tepanus,
paH B rof WHIMO1TOpOB
>5 MUHYT nnn gecmo-
dunbpuHonmsa
npeccyiH
TpaHcdysua
KposoTe- KpOBU, ee KOM-
p Bbinu, xota | BpauebHasn posy,
YyeHus u3 Xupypruue- MOHEHTOB, 1NN
4 . He 6bin0 6bl 1 3NK304 | KOHCYyNbTa- M
CAn3ncTon Bro s CKU reMoCTa3 | 3amMecTuTenbHas
nosiocTy pTa A u Tepanus, nnm
[ecMonpeccrH
Xupypruue-
CKUI reMocTas,
Bbinn, ncnonb-
CBfi3aHHble 30BaHue
KenynouHo- C A3BEHHOM VHrM6UTOPOB
5 KuLeyHble He 66110 6onesHblo, Bobinu, cnox- | pnbpuHonusa,
KpoBoTeuye- nopTasnbHOM | TaHHble TpaHchy3un
HUA rmnepTeHsu- 3PUTPOLUTOB,
eln, aHrnoam- 3amecTuTenb-
cnnasven HaA TepanusA
nnn fecmo-
npeccyH
He npo- Bbinn kpo- Bbinun kpo-
He 6b110 | BOAMNAcb | BOTEUEHWSA B | BOTEUYEHUA TpaHcoy3na
Kposorte- KpOBO- JKCTPaK- <1/4 Bbinon- | B >1/4 BbI- HanoxeHue KpOBU, ee KOM-
g | ueHmanpn TeUeHVWn | UmA um HEHHBIX 3KC- | MONHEHHbIX || = f NMOHEHTOB, 3a-
yAaneHuu rnocsie He | OTCYTCTBUE | TPAKLWIA, He | SKCTPaKLMiA, TamnoHana MecTuTeNbHasA
3y6oB <2ypane- | KpoBoTeue- | Tpe6oBany | BMelLa- Tepanua unn
HUN HVA Mocne | BMella- TeNbCTB He flecMonpeccuH
1 ypaneHus | Tenbcts Tpebosanu
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MpogomxeHve Tabnnubl

He npo-
Boaunucb | bbinun Kpo- Bbinn kpo-
He 6bin0 | BMeLLa- BOTEUEHNA B | BOTEUGHMAB |y o\ Toachysun
KposoTeue- | Kposo- TenbCcTBa <1/4 Bbinon- | >1/4 Bbinon- CKv?ﬁy ?eMOCTa:’s KpOBVI )ée KOM-
HVS NPY XW- | TEYEHUI | unn HEHHBIX XV~ | HeHHbX XU- | o' nFc;HeHlTos -
7 | pypruyeckmx | nocne He | OTCYTCTBME | PyPruyeckmx | pypruyeckmx 30BaHME MeCTI/ITenI;HaFI
BMeLaTenb- | <2 BMe- KpOBO- npouenyp, | npoueayp, AHIBHTODOB | TepanWn i
cTBax wa- TeueHnin BMella- BMeLla- dv6 MHofma ue‘?smon eCCUH
TenbCTB nocne TENIbCTB HE | TENIbCTB He P P
1BMewa- |TpeboBanu | Tpebosanm
TenbCTBa
52 3Im30- Kom6uHu- locnwnTa-
Bpaue6Has | aoB B rog poBaHHOe nu3aums n
KOHCYIb- EpemenHon | 1euerne c SKCTPEeHHOe
a m: HZT ocho- | PYMEHeHnem | nevenue win
anrln cn’neHa co6ﬂ)</)£clm WNHIMOUTOPOB | HEOOXOAMMOCTb
Megu- NOOKNAnOK | un ucHons- dunbpuHonmsa | B TpaHChy3nm
MeHcTpyanb- LMHCKanA qg o Hasa 30BaHVe yy- | 1 TOPMOHarb- | kpoBM, ee
8 | Hble KpoBO- rnomoLyb 5 ZUtacap tnbuTopos | HOTO N1EUYEHIA, | KOMIMOHEHTOB,
TeyeHuA He Tpebo- o 06—’ 16 vn?o- WNN NoABMIEHNE | 3aMeCTUTeNb-
Banacb P KPOBOTEUEHWI | Hasi Tepanus,
pasoBaHve | nK3a, rop-
CrycTKOB MOHE;J'IbHOFO C MOMEHTa Ha- | AeCMOMPECCUH,
a npo—’ neuers ww | U218 MEHapxe | kiopeTax, abns-
TeKanme 11C, conepxa- W OANTENbHO- | LUA SHAOMe-
VI'X weneso | TP >12 me- TPUWA, TMCTEPIK-
w cAues TomMuA
TpaHcoysusa Jioboe 3Kc-
KpOBU, €€ KOM- | TPeHHOe 1nn
MOHEHTOB, 3a- | onepaTuBHOE
BpaueGHan MecTuTeNbHasA | BMELLaTeNbCTBO
Tepanus unm rucrep-
He 6bin10 KOHCYNb- Wcnonb3o- ,qegmon SCCUH ;KTOMEH
He 6bino | popos unu | Tauma, unm | Banue JIC, wm Heop6— ! v OB’aHI/Ie
Mocnepogo- | KpoBo- He 6b110 MCMonb30- cofepaLlmx XOAUMOCTD BH TpeHHeVl
9 | Bble KPOBO- | TeYEHWU | KPOBO- BaHMe OKCW- | Kenes3o, unm UccnepoBaHMs I'IOéBZAOLIJ-
TeyeHus rnocsie He | TeueHus TOLMHA, N | IHIMBUTO- NOA aHeCTesn- | Holl apTepyn
<2 pofoB | nocne noxmometpa | pos Gpubpu- N prepun,
1 posoe B TEUGHME Honn3a e, u (nmn) nc- | smbonmsauma
<6 Hemenb Nofb30BaHMA | MaTOYHON apTe-
A BHYTPUMATOY- | pyK, Hanoxe-
Horo 6annoHa, | HMe MaToUHbIX
1 (unn) Tamno- | puKcMpyoLmx
Hafbl MaTKK LUBOB)
Bbinv cnoHTak-
Bbinu cnoHTak-
Hble unnnocne | 0 C e
MNMopgkoXHble Bbu HO- Bbinn TPaBM, notpe- | _ o e
1 BHYTpUY- CMOHTaHHble | 6oBaBLLNe pasm, P
Hukorpa cre TpaBM, 60BaBLUNE XM-
10 | MblleyHble remaTombl, nprMeHeHun
He 6bI10 neyeHus He pypruueckoro
KpOBOM3/K- neyeHus He | Jecmornpec-
Tpebosanu BMeLLaTeNbCTBa
AHNA TpeboBanu | cvHa unu 3a-
.| VN TpaHC-
MeCTUTENbHOW
by3un
Tepanuu
Bbinu cnoHTaH- | bbinn cnoHTak-
Hble UK Nocne | Hble UK nocne
Bbinu no- Bbinu TpaBM, no- TpaBMm, no-
KposoTe- TpeboBaBwue | Tpe6oBasLine
Hwvkorpa cneTpaBM, | CMOHTaHHbIE,
11 |yeHusas npuMeHeHua nposefeHua
He 6bI10 NeYeHns He | IeYeHnA He
cycTaBbl Tpe6oBanm | Tpe6oBany fecmonpec- XMPYpPruyecko-
CUHa 1nK 3a- ro BMelLa-
MeCTUTEeNbHON | TenbcTBa Uan
Tepanuu TpaHcdy3um
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OKOHYaHe Tabnuubl

Kposowznu- CybaypanbHas | BHyTpumo3sro-
AHNA B LieH- remaTtoma, no- | BaA remaTtoma,
Hwukorga
12 | TpanbHyo He 6b110 TpeboBaBwas | noTpeboBaBLuas
HepBHYI0 no6oro Bme- nio6oro Bmella-
cnctemy WwaTenbCcTBa TenbcTBa

MpumeyaHma: ' 6annbHas OLieHKa TAXKECTV reMopparmyeckoro CUHAPOMa ABNAETCA Pe3yNibTaToM CyMMMPOBaHA 6annos camblx
TAXeNbIX 3MM3040B KPOBOTOUMBOCTM MO KaXA0M CTPOKE; 2 aMMHOKaNpPOHOBas KNC/I0Ta, TpaHeKcaMoBas KUCIoTa.

MauueHT B. B TeueHre HECKONbKMX MeCALEB MOyYaeT JieyeHe MOMeTa3oHa dpypoa-
TOM B fo3e 100 MKI/CyT MO NoBOAY NEPCUCTUPYIOLLENO affIePrnyeckoro prHuTa (CeHcnbm-
N13aumA K Krnewly JOMAaLIHEeN Nblin), YTO TakkKe Moo 6biTb GpakTOpoM pucKa peuuamseu-
pyloWmUX HOCOBbIX KPOBOTEUEHNWI. PaHee nauuneHTy BbIMOMHANOCH PEHTreHonornyeckoe
UCcnefoBaHMe — KOHYCHO-NTyYeBas KOMMbIOTEPHas TOMOrpadumsa OKOMOHOCOBBIX Ma3yX
(3aKnoueHre — NCKPUBIEHME HOCOBOW Mneperopofku). MauneHTy BbINOMHEHbI OOLWMIA
aHanu3 Kposu (303uHodunbl 0,61x10° - 7,9%; yBENUYEHME LUMPUHBI pacrpefeneHus
sputpouunToB RDW-SD 48,1 ¢n. - RDW-CM - 14,9%) u kKoarynorpamma (HopmasbHble Mo-
kazatenu: AYTB 34,7 cek.; AYTB, ratio 1,14; ¢pmbpuHoreH 2,1; TpombuHoBoe Bpemsa 10,9;
TpoM6UuHOBOE Bpems, ratio 0,8, MHO 1,16; npoTpombuHoBoe Bpems — 14,7 ceK.; NpOTPOM-
6uH (no KBuKy) — 87,2%. OfHAKO Npuv YTOYHEHUN aHaMHe3a Oblo BbIABIEHO, YTO MOMUMO
HOCOBbIX KPOBOTEUEHUI MNOCNeAHME MeCALbl MPUCYTCTBYET KPOBOTOUMBOCTb A€CEH, eCTb
NPUBKYC »ene3a Bo pTy. B aHamHese: nocne upKymumnsnm gantenbHO ocTaHaBAMBanach
KpPOBb, UTO MOTPebOBasio KoarynAuum cocyga yponorom. B cootBetctBum ¢ Tabnuuen
«lllkana oueHKN TAXKeCTM reMopparnyeckoro CHAPOMa» nosyvaetca 7 6annos, B CBA3Y C
yeMm NaumeHTy TpebyeTcs KOHCYNbTaLMA remaTosnora.

Ha cerogHAwHMIA MoMeHT B Pecnybnuke benapycb Ana coBeplleHHONETHMX NaLneH-
TOB B paMKax Pecny6irKaHCKOro LieHTpa naTofiorny remoctasa pabotaeTt KabrHeT remo-
CTasmonatun Ha 6aze MY «MUHCKUIA HayYHO-MPAKTUYECKNIA LIEHTP XUPYPriu, TPAHCMaH-
TONOTMY 1 FeMaToNOrnn», TAe BO3MOXHbI KOHCYNbTaLMA Bpaya-remaTonora 1 onpegene-
Hue fanbHenwen TakTuKIW. [1ns fgeTen aHanornyHbli KabnHet paboTaeT Ha 6a3e KOHCYIb-
TaTUBHO-NONUKNMHNYECKOro oTaeneHuna Y «PecnybnnkaHCKUIN HayYHO-MPaKTUYECKNIA
LeHTP AETCKOW OHKOMOMMW, remMaToNornn 1 MMMYHONOrn» (KOHTaKTHble JaHHble npef-
CTaBnieHbl Ha puc. 2). Mpu noceweHn KabuHeTa NALMEHT AOMKEH VMETb HanpaeBneHne
Bpayva (Bpaya-CcTOMaTosora, Uin Bpayvya-OTOPVHOMAPUHIONOrA, UK Bpaya obLein npak-
TUKK), OOLLUI aHANN3 KPOBY U Koarynorpammy. AHanu3 KpoBY Ha Koarysiorpammy BKJIO-
yaeT: AYTB (AMTB), AYTB (AITB) ratio, TPoMbOMHOBOE BpeMs, TPOMOMHOBOE BpeMs ratio,
MHO. Ba>kHO yumnTbIBaTb, UTO OTCYTCTBUE N3MEHEHNI B aHaNM3aX He ABMIAETCA NPU3HAKOM
OTCYTCTBUS HAPYLLUEHWI FeMOCTa3a 1 He OTMEHSET HEOOXOAUMOCTb KOHCY bTaL M Bpaya-
remaTosiora npv HaJIMumm KIMHNYECKUX NnokasaHui. Kak 66110 ykasaHo Bbille, 0CO6EHHO-
CTbiO AAaHHOTO 3a60NeBaHUsA ABNAETCA BOJIHOOOPA3HOCTb KOHLEHTPALMUN YPOBHS GpaKTo-
pa BunnebpaHga B kposu [2].

B cnyuae nauuneHTa B. npmn KoHCcynbTaumm remaTonora U3MeHeHn B Koarynorpamme
Ha NepBOM Mprieme He ObifIo BbISIBIEHO, OAHAKO OblN OOHaPYKEHbI U3MEHEHUS B OMNTU-
yeckoWn arperatorpamme. [locne BbINOMHEHNA NOBTOPHbIX aHanM30B (Yepes 1,5 mecaua),
NMOMVIMO COXPaHSIOWMXCA U3MEHEHWIA B arperatorpaMmme, O6bu1v BbISIBEHBI Criegyowune
n3mMeHeHusa B Koarynorpamme: AYTB 59 cek. (Hopma 25,4-36,9); AYTB, ratio 1,94 (Hop-
Ma 0,8-1,2); dubpuHoreH 1,56 r/n (Hopma 2-4); TpombrHoBoe Bpems 17,5 ceK. (Hopma
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A B

Puc. 2. QR-KoAbI C KOHTAaKTHbIMU AaHHbIMI: A — Pecny6nanKaHckoro kabuHeta naTtonorumn remocrasa

Ha 6a3e 'Y «MMHCKMIA HayYHO-NPAKTNYECKIIA LIEeHTP XUPYPrum, TPaHCNIAHTO/IONMM U FeMaToNornm»
(ana nayneHToB ctapue 18 net); B - Pecny6nnkaHckoro kabnHera naTonornm remocrasa Ha

6a3e 'Y «Pecny6nuKaHCKNii HAYYHO-NPaKTUYeCKNI LIeHTP JeTCKOI OHKONOruu, remaTonorum n
MMMYHoRnornm» (ANA AeTCKoro HaceneHnA)

Fig. 2. QR codes with contact information: A - Republican office of pathology of hemostasis on the
basis of the State Institution "Minsk Scientific and Practical Center for Surgery and Transplantology and
hematology" (for patients over 18 years old); B - Republican office of pathology of hemostasis for the
pediatric population on the basis of the State Institution "Republican Scientific and Practical Center for
Pediatric Oncology, Hematology and Immunology"

10,3-16,6); TPOMbOUHOBOE Bpems, ratio 1,32 (Hopma 0,8-1,2), MHO 1,25 (Hopma 0,8-1,2);
dakTop VIl 16,8% (Hopma 50-150%). YCTaHOBMEH AMArHO3 «HapyLleHUe NepBUYHOrO re-
MOCTa3a CO CHUXKEHMEM aKTUBHOCTU GpaKkTopa BunnebpaHpia; peumansupyoLime HoCoBble
N JecHeBble KPOBOTEUEHUSA Y.

Ina neueHna 6onesHn BunnebpaHaa NnprMeHAETCA Kak 3aMmecTuTesibHas Tepanus (Ha-
npumep, daktopom Bunnebpanaa unu paktopom ceeptbiBaHus VI, nn6o nx KombuHaum-
el — human coagulation factor VIIl + human von Willebrand factor), Tak n/unmu tpaHekca-
MOBas KUCSI0Ta, aMUHOKaNPOHOBasa KMCNoTa. Bbibop TakTKM 3aBUCKT OT Trna 6onesHun
BunnebpaHpa, obbema TpaBMbl WM MNPeACTOALLEro/BbINOMHEHHOIO XMPYPruyeckoro
BMELLATENbCTBA, YPOBHsA dpakTopa BunnebpaHga n ¢aktopa VIl B KpoBm HenocpeacTBeH-
HO nepep BBeAeHMeM npenapaTos [7]. [pumeHAeTcA Kak «CMTyaLMoHHOoe» neyveHure (npu
HanMuMy KPOBOTEUEHMS UM BbIMOJIHEHWM XNPYPrMYeCKOro BMeLIaTesibCTBa), Tak 1 Npo-
dunakTmyeckoe neyeHue ¢ Lesbio COXPaHEHUs ONTUMASIbHON KOHLUEHTpauumn GpakTopos
CBepTbIBaHMA B LMPKynupytowen kposu [8, 9].

B Hallem KNnvHUYeCcKoM criyyae nauueHTy 6bifio peKomMeHA0BaHO 3aMeHUTb MOMETa30-
Ha pypoaT Ha aHTUNENKOTPMEHOBBIV NpenapaT NepopasbHO, reMaToNIoroM — ornpegene-
Hue akTMBHOCTY dakTopa BunnebpaHga nepep nnaHoOBbIMU ONEPATUBHBIMI BMeLIATESb-
CTBaMu ¢ BBefieHMeM 3a 30 MUHYT 4O OnepaLmmn TPaHEKCaMOBOWM KNCIOTbl BHYTPUBEHHO.
TakXe B 3aBMCUMOCTW OT aKTMBHOCTW dakTopa BunnebpaHga HenocpeacTBEHHO nepef
onepavmeli remaTonorom 6yaet NpMHUMATBLCA pelleHne 0 HeO6XOAUMOCTI 3aMeCTUTENb-
HoW Tepanun. OCOBeHHOCTbIO JAaHHOTO Clyyas ABMANOCh COYeTaHNE HOCOBbIX KpOBOTeYe-
HWUI C NPUMEHEHNEM MHTPAHA3aNbHOroO cnpes MoMeTa3oHa dypoaTta, BepOATHbIN Nobou-
HbIn 3¢ddeKT KOTOPOro Mor ObiTb pacLieHeH Kak OCHOBHAsA MPUYMHA PELMANBUPYIOLLMX
KpoBOTeueHui 13 Hoca [10].
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B 3AKJTIOMEHUE

HacTopo)eHHOCTb Bpayen-oTOPMHONAPUHIONIOTOB B OTHOLWeEHUN 6GonesHn Bunne-
6paHaa y nauneHToB C HOCOBbIMW KPOBOTEUEHNAMM, KPOBOTEUEHMAMMN NOC/e XUPYpPri-
YecKnx BMelLaTenbCTB TpebyeT yriybneHHoro cbopa aHaMHe3a (@aHKETUPOBaHUA).

Mpwv BbIABNEHMN COMYTCTBYIOWMX NPOABEHWI reMopparmyeckoro CMHAPOMa, B TOM
umncne 1 NeXxalymx BHe HeMoCpPeaCTBEHHOMO «pOKyCa BHUMAHMUA» Bpauen-oTOPUHONapH-
ronoros, TpebyeTcA KOHCy/bTaLMA Bpaya-rematosora. [1py 3Tom oTcyTCTBUE NaTonormye-
CKUX M3MeHeHWI B 1TabopaTopHbIX MOoKasaTeNAx KoaryjaorpaMmmbl He MPOTUBOPEUNT He-
06X04MMOCTN KOHCY/bTaL MK Bpaya-remMaTosiora.

C yyeTOM AOCTYMHOCTW OHJIaNH-OMPOCHMKOB [NA CaMOCTOATENIbHOIO 3arnosfHeHus
(vwdtest.com/ru) cnepyeT paccMOTPeTb MOAXOA K CKPVMHMHIY Ha Hannyve remopparmye-
CKOro CMHAPOMa BCeX NaLMeHTOB nepep NniaHoBbIMY XUPYPrMyeckumy BMellaTebCcTBa-
MU (Hanpumep, pekoMeHAoBaTb NaLMeHTamMm CaMOCTOATENIbHO 3aMnoIHWUTb OHMAH-OMNPOC-
HVK 1 nponH$OPMMPOBaTL Bpaya O pe3ynbTaTax SIMbo Ha 3Tane NOLrOTOBKM K onepauun,
nnbo Ha 3Tane rocnuTanM3aumm). 3To NO3BONUT YMEHbLWNTb PUCKM UHTPa- U NocTonepa-
LIMOHHbIX KPOBOTEYEHU.

l NNTEPATYPA/REFERENCES

James P, et al. Diagnosis and treatment of von Willebrand disease in 2024 and beyond. Haemophilia. 2024;30:103-111. DOI: 10.1111/hae.14970

2. Koloskov A.V. Von Willebrand disease. Medical and pharmaceutical journal "Pulse". 2017;19(11):43-48. (In Russian)

3. De Wee E. M. et al. Determinants of bleeding phenotype in adult patients with moderate or severe von Willebrand disease. Thrombosis and
haemostasis. 2012;108(10):683-692. DOI: 10.1160/TH12-04-0244

4. Kabaeva E.N. Epidemiology of hemophilia and organization of medical care for patients with hemophilia in the Republic of Belarus. Hematology.
Transfusiology. Eastern Europe. 2022;8(1):72-80. (In Russian)

5. Kabaeva E.N., Tsvirko D.G. Development of a method for primary screening of von Willebrand disease based on a scoring assessment of the
severity of hemorrhagic manifestations based on the results of a survey of patients. Hematology. Transfusiology. Eastern Europe, 2023;9(1):46-56.
doi.org/10.34883/P1.2023.9.1.006 (In Russian)

6.  Provision of medical care to patients (adults and children) with von Willebrand disease. Resolution of the Ministry of Health of the Republic of
Belarus dated July 29, 2022 No. 80. Available at: http://www.minzdrav.gov.by/upload. (In Russian)

7. European Group on von Willebrand Disease (EUVWD), Castaman G., Goodeve A. Principles of care for diagnosis and treatment of von
Willebranddisease. Haematologica. 2013;98:667-674. doi: 10.3324/haematol.2012.077263

8. Sidonio Jr R.F, et al. Von Willebrand factor/factor VIIl concentrate (Wilate) prophylaxis in children and adults with von Willebrand disease. Blood
Advances. 2024;8(6):1405-1414. doi.org/10.1182/bloodadvances.2023011742

9. ASH ISTH NHF WFH 2021 guidelines on the management of von Willebrand disease. Connell NT, Flood VH, Brignardello-Petersen R.
ASH ISTH NHF WFH 2021 guidelines on the management of von Willebrand disease. Blood Adv. 2021 Jan 12;5(1):301-325. DOI: 10.1182/
bloodadvances.2020003264

10. Nasonex (Mometasone) - instructions for use. Registers of the unitary enterprise "Center for Expertise and Testing in Healthcare". Available at
https://www.rceth.by/NDfiles/instr/2477_97_02_07_11_12_15_17_21_23_i.pdf. (accessed 07 December 2024). (In Russian)

244 "Otorhinolaryngology Eastern Europe" 2025, volume 15, No. 2



