Pezynomamul uccnedosanus u ux oocyrncoenue

B ocnoBHoi1 rpynne uccienosanus nenessle ypoHu XC JIITHIIT Obutu nocturnytel y 89%
NAIMEHTOB ¢ KpaiiHe BBICOKMM cepiedHo-cocyaucTbiM puckoM (CCP) u'y 76% nanueHToB ¢ 3Kc-
tpemasibHbIM CCP. B rpynne cpaBHeHUs, I1ie IPUMEHSIIACH CTaHapTHAs Tepalusl, LieJIEBbIC 3Ha-
yenuss XC JIITHII 6bun gocturnytel y 33% (33 ciaydast) mauMeHTOB C OY€Hb BHICOKUM PUCKOM
1 TonbKO y 15% (15 ciydaeB) manmeHTOB ¢ SKCTpEeMaJIbHBIM PUCKOM. B akTHBHOI rpymnme Habo-
Jlaach BBICOKAs MIPUBEPKEHHOCTD K JICYEHUIO U XOPOIlasl €ro IMepeHOCUMOCTb. B rpynme craH-
JIapTHOM Tepanuy y NalueHTOB ¢ KpailHe BBICOKUM PUCKOM 3a IOl IPOU30ILIO0 21 MOBTOpHOE cep-
JIEYHO-COCYAUCTOE COObITHE, 11 M3 KOTOPBIX 3aKOHYMINCH JIETAJIbHBIM HUCXO/IOM, a y MalUeHTOB
C 3KCTPEMaJIbHbIM PUCKOM — 57 MOBTOPHBIX COOBITHH, 15 13 KOTOPBIX ObLIN (paTanbHBIMU.

Buwieoowt

Harmre uccniegoBanue noarBepansio, YTO MOHOKJIOHAIbHBIE AaHTUTEINA, TAKKE KaK ABOJIOKYMao
U anupokymao, adpdextuBHo cHmxaroT yposeHb JIITHII-X u cepaeuHo-cocyiucThiii puUCK y Manu-
€HTOB C BBICOKUM M 3KCTPEMabHbIM pUCKOM. VIHHOBAllMOHHBIE METO/IbI, @ UMEHHO MHKJIMCHUPAH,
MIPEJICTABIISIFOTCS IEPCIIEKTUBHBIMU B 00€CIIEUEHUH aHAJIOTMYHBIX PEeuMyIecTB Onaroaaps Oosnee
yIO0OHOMY peXuMy J103upoBaHusl. bynymiue nccienoBaHusl U JaHHbIE, IOJYYEHHbIE B pealbHON
KIIMHUYECKOM MPaKTUKE, TO3BOJISAT YTOUHUTH POJIb 3TUX IMPENapaToB U ONTUMU3UPOBATh UX MpPHU-
MEHEHHUE y MAlMEeHTOB C JUCIUIUAEMHEH, CHUXKAsi TEM CaMbIM TSDKECTh CEpPAECYHO-COCYIUCTBIX
3a00eBaHUH KaK MI00IBHON MPOOIEMBI 3IPAaBOOXPAaHEHUSI.
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SIMUAEMUOJIOTI'MYECKUE ACHEKTHI BPOKIEHHBIX KOAT'YJIOIIATHUM
Y JETEA TOMEJBCKOM OBJACTH

Beeoenue

PacmipocTpaneHHOCTB Beex Koarynonatuii cocraniseT 9,3 ciydas Ha 100 Teic. Hacenenus B Pec-
nyonuku benapycs. Cpean BpoXKICHHBIX KOarylnonaruid y aereil Haunbolee pacipoCTpaHEHHBIMU
ABISIOTCSA TeModuus u 0one3Hb Bumiedpanaa. Yacto moa Mackoit 3Tux 3a001€BaHUi CKPBIBAIOT-
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Csl M peJIKMe HapyIIEHUS] CBEPThIBAHUS KPOBU, BbI3BAaHHBIE HACIIEICTBEHHBIM Je(UIIUTOM UITU aHO-
Masnuel GuopuHoreHa, mporpomMOuHa u gakropos cBeprhiBanus kposu V, VII, X, XI, XII, XIII [1].

I'emodumus u 60me3us Bumebpanaa 0CTaroTCsl OTHOM U3 BaXKHEHIIINX MEIMKO-COIUATBHBIX
npobieM coBpeMeHHOH remaroiaorud. OCOOEHHOCTH KIIMHUYECKOTO TEeYCHHs 3THX 3a00JeBaHUMN
3HAYUTEJIHLHO CHI)KAIOT KaU€CTBO JKU3HU U 3a4aCTYIO0 MOTYT yIrpOXKaTh )KU3HU MAIUEHTOB, a pa3BU-
BAIOLIUECS OCJIOKHEHUS B pAJIE CIIydaeB IPUBOASAT K paHHEHN CTOMKOMN yTpare TpyaoCIoCOOHOCTH.
Ha cerogusininaumii eHb akTyalibHa MpobaemMa paHHEeH JTUarHOCTUKY 3TUX 3a00JI€BaHUIA, TOCTAHOB-
KM Ha IMCIIAHCEPHBIN yUeT y Bpaua-reMaToiora u MpoBe/IeHus aIeKBaTHOTro jJeueHus. HecBoespe-
MEHHBIE IMarHOCTHKA M OKa3aHUE CICIIHATN3UPOBAHHON ITOMOIIN OOJIBLHBIM reMo(uiuei u 6omnes3-
HbI0 BunneOpanaa cyiecTBeHHO yXyAIIAIT TeYEHUE U MPOTHO3 ITUX 3aboneBanuit [2].

VYuuTbIBas 0COOEHHOCTH HApyIIEHUH TeMOCTa3a, MallMeHThl C KOaryJomnaTusiMyu MOTYT HY-
KIIaThCA B OKAa3aHWU DKCTPEHHOM MOMOINHU B JIFOOBIX YCIIOBHSIX: JIOMa, B aMOYJIaTOPHBIX YUPEK-
JIEHUSIX, B CTallMOHApE. YUUTHIBAsl YBEJIMUCHUE YHCIIA TAKUX MAIIMEHTOB, HEOOXOIUMOCTh 3HAHUHN
JTAaHHOTO pa3ziesia BCEMHU BpauaMu CTAHOBUTCSA O4€BUIHOM [1].

I'emodunmus — remopparndeckoe 3a00JeBaHUE W3 TPYIIIBI KOAryJIomaTuii, 00yCcIOBIEHHOES
BPOXJICHHBIM Je(hUIIUTOM UM (DYHKIIMOHATHHOW HEMONHOIEHHOCTHIO TUIa3MEHHBIX (haKTOPOB
ceepThiBanms KpoBH ((hakTopa VIII wu 1X). ['emodumus, XoTst 1 OTHOCUTCS K HauboJjee pacipo-
CTpPaHEHHBIM TEHETUYCCKHU JETCPMUHUPOBAHHBIM HAPYIICHUSM CBEPTBIBAHUS KPOBH, CUUTACTCS
penkum (opdanabiM) 3a0o1eBanreM. boie3ns MaHu(pecTUPYET B pAaHHEM JIETCKOM BO3pacTe, UMEeT
KJIIMHWUYECKH JIBa HanOoJiee paclpoCTpaHEHHBIX BapruaHTa 3a0oeBanus: reModunus A (nepuur
FVII) u remopmmus B (nepuuut FIX, 6one3nsr Kpuctmaca). PactipoctpanenHocTs 3a001eBaHus
cocranisger 15-20 na 100 000 my»xuun unu 1:10 000 HOBOpOXKIEHHBIX MaTBIMKOB. [emMopmns A
IMarHocTupyercs B 4—5 pasa vamie, yem remodunus B. HacnencrBeHHsii Xxapakrep reMoGuinm
umerot 70-90% narnuenTos [Kyanosa U. 1., 2022]. JlmaraocTtrka TpedyeT 00s3aTeIbHOTO TeHETH-
YEeCKOTO MOATBEPKACHUS 00 TaO0PaTOPHOTO MOATBEPKICHHS CHUKEHHSI KOHIICHTPAIIUU (PaKTo-
pa VIII myist remodunuu A u dakropa IX mist remopunuu B [4].

B 1926 r. noxrop DOpuk ¢on Bunnebpann, ¢uHCKUI Bpad, OmyOIMKOBal MEPBBIA TPyH
C OMMCAaHUEM HACIIEZICTBEHHOHN KOAryJonaTuu, CBOMCTBAa KOTOPOIl OTIMYAIUCh OT reModuanu. 3a-
OoseBaHue OBLIIO HA3BaHO B YECTh €r0 EPBOOTKpHIBATENS [3].

bonesns BumneOpanaa — Haciae1CTBEHHOE HApYyIIIEHUE CBEPTHIBAIOIIEH CHCTEMBbI KPOBH, 00Y-
CJIOBJICHHOE KOJIMYECTBEHHBIM U KaueCTBEHHBIM AedekToM (akTopa pon Bumnedbpanna (VWF).
Yacrora HocutenbeTBa nedextHoro rena VFW B momymsiiuu nocturaet 30—40 wa 100 000 yenorex,
HO Jinib yacTh Hocuteneil (10-30%) uMeroT KIMHUYEeCKUE MpOosiBIeHMs. PacnpocTpaHeHHOCTh
6one3nu Bunnebpanna B mupe okoso 1%. Xapakrep Haclnea0BaHUsI MPEUMYIIIECTBEHHO ayTOCOM-
HO-JIOMHUHAHTHBIH, 3a00JI€BaHNE MOXKET MPOSIBIATHCS Y 000UX 10J0B [1].

VY uenoseka VWF konupyercst reHom B xpomocome 12. Takum obpazom craryc VWF kax-
JIOTO YeJIOBeKa MpeACTaBsieT KOMOMHUPOBAHHBIN pe3ynbTar konuii reHa VWE, yHacnenoBaHHBIX
IO OTIIOBCKOW M MaTE€PUHCKOW JIMHUM. JTOT T€H O4eHb Ooybmoro pasMepa (178 1. 1. H.) U OYeHB
CJIOKHBIN (52 3KCOHA), UTO 3aTPYAHSECT MOJICKYISIPHO-TEHETHUECKUN aHATU3.

B 3aBucumoctu ot konkpetHoro nepexkra VWF nuddepenuupytor tpu tuna bB (PykoBoa-
ctBO 2006 . MexayHapoIHOTO O0IIeCTBa 10 BOTIPOCcaM TpoMO03a U TeMOCTasa):

Tun 1 CnaOsrii/ymepennsiit ne¢unutr VWFE HOpManbHOTO KauecTBa,

Tun 2 KauecTBeHHbIE MyTallUK;

Tun 2A: TpomOonMTapHO-3aBHCHMast GYHKITHS ITPU aHOMAJIBHBIX MYJIBTHUMEpax;

Tum 2B: noBbIIeHHAs AQUHHOCTH K CBS3BIBAHUIO TPOMOOIIUTOB;

Tun 2M: cHIKeHHAst TPOMOOIIUTapHO-3aBUCHUMAs (DYHKIUS TPH HOPMAJIbHBIX MYJIbTHMEpax;

Tun 2N: camkennoe npucoenuuenne FVIII;

Tum 3 Tsoxensiit nepunut VWF [3]
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Heo6xogumo ormetnTtsh, uto st Tuma 1 u tuma III xapakrepeH KoMMuecTBEHHBIN ASUIIAT
VWEF, a nns tuna Il pa3nuyunbie KadyeCcTBEHHBIE HAPYIIEHUs COOTBETCTBeHHO. Hanboee Tspkemoe
TeueHue 3a0oseBanmsi orMevaetcs mpu turne [11.

Henv

[TpoBecTr aHanu3 CTPYKTYPbI BPOXKACHHBIX KOoarynonaruil y nereit [omensckoit obnactu.

Mamepuan u memoowt ucciedosanus

[TpoBeneH mpoCHEeKTUBHBIN aHaIU3 JaHHBIX. B nccnenoBanue Obliu BKItoueHbl 40 neteit
C BPOXJIEHHBIMH KOAryJIONaTHsAMU. Bce manueHTsl HaXoAsTcs Ha AMCIIAHCEPHOM YydeTe y Bpaua-
JIETCKOro OHKostora-remarosora B I'Y «PecryOnukaHCKuil HayuHO-IPAKTUYECKHMA LIEHTpP paaualu-
OHHOW MEIUIIMHBI M SKOJIOTUH YeloBeKay I. [omerns.

Craructrueckas 00paboTKa JaHHbBIX IPOBEJIEHA ¢ UCIIOJIb30BaHUEM NpuiokeHuid Microsoft
Exel 2016 u Statistica v.10. Tak kak nmosryueHHbI€ JaHHbIE HE TOAYMHSIUCH 3aKOHY HOPMAJILHOTO
pacripenenenus, cornacHo kpureputo Llanupo — Yuika, onu OblM npeacTaBieHsl B popmare Me
(Q1; Q3), rne Me — menuana, Q1; Q3 — BepXHuUil 1 HKHUI KBapTUIH. Pe3ynprarel nccieqoBaHus
CYUTAIIUCh CTAaTUCTUYECKH 3HaunMbIMu 1ipu p <0,05.

Pezynomamul uccinedoseanusn u ux oocyrycoenue

Bcero ¢ remodunueiri Habmromaercs 18 mamueHTOB. UHMCIEHHOCTHh NETCKOTO HACEICHUS
B ['omenbckoit o6mactu Ha 2025 rox cocrasisuia 266 023 denoBeka, TAaKUM 00pa3oM, pactpocTpa-
HEHHOCTh reMO(uINK B AeTckod momymsiiuu coctasiuser 7:100 000 gerckoro HaceiaeHHs, YTO
COOTBETCTBYET JIUTEPaTypHbIM AaHHbIM. Cpeau BcexX cilydaeB 3a00JIeBaHUs 3aperMCTPUPOBAHO
14 manpunkoB (35%) ¢ remodunueit A u 4 mansuuka (10%) c remopunueit B (cootnomenue 3,5:1,
BbIOOpKa HepernpeseHTaTuBHA). CpeqHuil Bo3pacT Ha MOMEHT HaOmoneHus B 2025 rogy cocra-
Bun 9 ner [11 mec; 17 net]. Cpeanuii BO3pacT Ha MOMEHT YCTAHOBIIEHUS JUarHo3a reMopuins A
coctaBui 3 roaa, ;uist reMmopuinu B — 2 roga. Tsaxensie popmbl 3a001€BaHNUN THATrHOCTUPOBAHBI
B BO3pacTe 10 ABYX JeT. Tsokenoe Teuenue 3aboneBanus (D8<1%) nabmomaercs y 43% nereit
c remoduiuet A (P8 [0;0,9] %) u 75% c remodunueit B (D8 [0,7;0,9] %).

B o0uieit nonynsiiuu 6ompHBIX remodunueit 30—40% ciydaeB NpuUXOaUTCs HA criopajnye-
CKy10 reMo(uinio, kotopasi o0yciioBieHa de novo marojJoru4eckor MyTamuei B X-XpoMocome
reHa, KOHTPOJUPYIOLIEr0 CUHTE3 TOTO0 WM MHOTo (pakTopa cBepThiBaHUsA KpoBU. B [omenbckoit
obmnactu 44% neteit ¢ remodpunueit A u B He UMEIOT cemeltHOTO aHaMHe3a 1Mo TeMO(UITNHY, 9TO
COOTBETCTBYET JIUTEPATYPHBIM JAHHBIM.

B mpodunaktuueckom pexume MoyiydaroT 3aMECTUTEIbHYIO TEPAINHI0 KOHIIEHTPAToM (ak-
Topa cBepThiBaHUs 29% manueHToB ¢ reModpuianeil A (pacder pekumMa BBEACHMS MPOBOAMIICS
Ha OCHOBE PE3yJbTaTOB (papMaKOKMHETHUYeCKoro uccienosanus, naiee — O®KU), nedakropuyro
npoduIakTUKy oucnenuPuuecKuM ryMaHU3UPOBAHHBIM MOHOKJIOHAJIBHBIM aHTUTEJIOM Ha OCHOBE
[gG4 smunuzymab (remnudpa) — 21%. Jleuenue koHLIEHTpaToOM (akTopa CBEPThIBaHUS MO Tpedo-
BaHUIO nony4aroT 43% nereil. OQUH MaUEHT ¢ UHTMOUTOPHOM (hopMoil Tskenoi reMopminn A
(P8=0,59%) momyyaeT Tepanuio Mo TPEOOBAHUIO AHTUMHTHOUTOPHBIM KOATYJISTHTHBIM KOMILICK-
coM (Deiiba). Bece manueHnTsl ¢ TspKeIOW reMopuiInel Moay4yaroT NPoPHIAKTUYECKOE JIeUEHHE
KOHIIEHTpaToM (pakTopa cBepThiBaHus [X.

B 2025 rony Ha nucnancepHoM ydete cocTosT 19 aereli ¢ quarno3zom 6osnes3nb Buinedpan-
na, 3 HUX 8 neBouek W 11 mampumkoB. PacueTHOE KONMMYUECTBO MAIMEHTOB HA YHCIIEHHOCTD JICT-
CKOro HaceyeHus: coctapisieT okoso 100 gyemoBek. CpeqHuil BO3pacT HAOMIOMAEMBIX MAIMEHTOB
coctasisier 11 mer. Tun Gone3nn BumieOpanaa onpenenex y Bcex nanueHtoB. Y 10 mereit (50%
MansaukoB 1 50% neBodek) otmedaercs | tum 3aboneBanus, y 7 (72% mansuukoB u 28% neBo-
4yeK) — 2 TUN (C yCTAaHOBJICHUEM MOATHUIOB (2a — y 3 MaJBYMKOB U 1 €BOYKH) B YETBIPEX CIIy4dasX,
y OHOTO MajpduKa (3B) ¥ OHOM 1eBOYKK — 3 Tum. CTeneHb THKeCTH 3a00JIeBaHuS OTpeiesieHa
y 10 manuenTos. 1o nomyuenHsiM gaHHbIM B ['oMenbckoit obnactu y 60% HaOmronaeTcs Jerkoe
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TedueHue 6osne3nn BumneOpanna. C TSKENbIM U CPEIHETSIKENBIM TeUeHUEM 3a00JIeBaHUs BhISIBIIC-
HO 40% manuenToB. Bee manuenTsl ¢ 60ne3Hb0 BruieOpanaa moayJdaroT JedeHne KOHIIEHTPaToOM
¢dakropa BumieOpanaa mo TpeboBaHUIO.

Tax:ke Ha JUCIAHCEPHOM y4eTe COCTOUT 3 JIEBOUYKHU C PEIKUMHU KOATYIOMaTHsIMH, 2 UMEHHO
C HacneACTBeHHBIM Aehunutom (aktopa cBepThiBanusi VII (runompoxonBepunemusi). CpeaHuit
Bo3pact coctaBun 10,7 net [1;17] (@7 [0,52;28] %). Bce manueHTsI Moy4daroT JeueHUEe KOHIIEH-
TpaToM MIPOTPOMOMHOBOTO KOMILIIEKCA 110 TPEOOBAHHUIO.

Buisoowt

B cTpykrype 3a0051€BaeMOCTH BpOKICHHBIMU KOATyJIOMaTUsIMU y jaerel B ['oMenbckoit 00-
nactu npeodianaer 6onesnp Bunebpanna (47,5%). Cpenu manueHToB ¢ 00Je3HbI0 BuieopaH-
Jla IpeodbraaeT Jerkoe TeueHune 3aboneanus B 60% cimyuaes. [okaszarens pacrnpocTpaHeHHOCTH
reMOQHINSIMH KaK COOTHOIIEHHUE JBYyX TUIIOB remMopminu A u B comocraBuM ¢ muTeparypHbIMU
JTAHHBIMH, YTO CBUJIETEIHCTBYET O BEICOKOM Ka4eCTBE AUArHOCTHKH, JIedeHUs U HaOmoneHus. Ya-
CTO peAKHE BPOXKACHHBIC KOATYIIOMATHH KIMHUYECKH MPOSBISIFOTCA 1MOJT Mackoil 6one3nn Buie-
Opanaa u remoduiuy, 9T0 TpedyeT NpoBeAcHUs AU PEpeHIINATHFHON TUarHOCTUKH HA OCHOBAHHUH
pacIIMpeHHbIX TapaMeTPOB KOAryIorpaMMBbl.
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KIIMHUYECKUE U MOJIEKYJIAPHO-TEHETUYECKHUE
®AKTOPHI PUCKA TPOMBO30B Y JIETEN

Beeoenue

Benoszubie Tpom00361 (BT) y aereii sBnst0TCS JOBOJIBHO PEIKUM COCTOSTHUEM, OJTHAKO B I10-
clieJIHee BpeMs OTMEUAETCs yBEJIMUEHHE KOJIMYECTBA CIIy4aeB CPeIn roCUTaIn3upoBanHbIx. Mc-
CJIEIOBAHUS MPEIPACTIONOKEHHOCTH K TPOMOO3y HAuaIUCh, MIPEATIOIOKUTENRHO, B 1956 T., koI
Jxopman n Hannopd B cBoeM HcClieOBaHUM BIEPBBIC YIIOTPEOWIN TEPMUH «TPOMOO(IIHS,
KOTOPBIM O3Ha4YaeT MpeApacrnooKeHHOCTh K TPOMOO3yY BCIEICTBUE T€HETHUECKUX WU ITPpHOoOpe-
TEHHBIX HapyIIeHnH B cucteMme remoctasa [ 1]. [lockonbky aTHONMOTHS TpOMO03a MHOTO(DaKTOpHAS,
Haju4uue TpoMOoduiIndeckoro nedekra cieayeT paccMaTpuBaTh Kak OJIMH U3 MHOTUX (DaKTOpOB,
OTpeNeNAIoUMX TpoMOosMOonnyeckuii puck [2]. YHactora TpoMO030B cpeiu AeTei He MPEBBIIACT
1-5 cnyuaes Ha 100000 nerckoit momymnsiuuu B rof. CylecTByeT Ba MHUKa: NEPUO HOBOPOKIEH-
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