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COBPEMEHHBIE ACIIEKTbBI BOAE3HUN PAHAIO-OCAEPA-BEBEPA
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Boaesns Panmio—Ociepa—Be6epa (HaciaencTBeHHasi reMopparnyeckas TeJI€aHTUIKTa3HA) — penKoe
HacJIeJICTBeHHOe 3a0oJIeBaHUe, pa3BUBaIoOlieecs B JETCKOM BO3pacTe, XapaKTepuU3yloleecs COCYTU-
CTBIMHM JUCILIA3MSIMM, MHOKECTBEHHBIMH TEJIEaHTMIKTA3USIMY KOKU U CIM3MCTHIX 000JI0YEK, a TaAKKe
reMopparuvyecKuM CHHIPOMOM Pa3HOil Jokaausanun. OMHUM U3 MepBhIX U HauboJjee 3aMEeTHBIX IIPHU-

3HAKOB 3a00JIeBAaHMA SABJISIIOTCS «COCYAUCTHIE 3BE3OUYKN» HA KOJKe M CIIM3NCThIX 000109Kax Hoca. Ilpu
MOPAKeHUAX CIAUBUCTON 000JI0UKHM HOCA U JKEIYTOYHOr0 KMIIEYHOI0 TPAaKTa 3a00/ieBaHNe MPOTEeKaeT
C YacCTO MOBTOPAIOIMMMCA KPOBOTeYeHUAMM. IIpy XPOHMYECKHX KPOBOIOTEPAX PA3BHBAETCH JKejle-
3omeMUMTHAS AHEMU, a IIPU OCTPHIX — BO3MOJKEH JIeTAJIbHbIN UcXox. B craThe JaHa KpaTKas HCTO-
puueckasa cupaBka onucanua Gonesnu Pangro—Ociepa—BeGepa, pasoGpaHbl 3THONATOreHETHYECKHE
MeXaHU3Mbl Pa3BUTUSA 3aﬁOJIeBaHMﬂ, nmpeacraB/J€Hbl KIMHUYECKasaA KapTuHa C Hauﬁo.nee TUIINYHBIMHA
MPOSIBJICHUSMY, 4 TAKIKe COBPEMEeHHbIe KPUTEPUHU JUATHOCTUKHU U jiedeHusA. Oco6oe BHUMAaHMe yaes-
eTcsA paHHell JUAaTHOCTUKe 3a00ieBaHuA. B 3aK/Ii0ueHne aBTOPHI NPUBOIAT COOCTBEHHOE HAGIIOneHue
11-1eTHero mauuenTa c 6oxe3nsio Pangro—Ocaepa—Beo6epa.

Knrouesvte cnoga: 6one3ub Pandw—Ocaepa—Bebepa, meseanzudkmasduu, KpogomeueHus, jxene3odepu-
YUMmHas GHeMUs.
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MODERN ASPECTS OF RENDU-OSLER-WEBER DISEASE
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Rendu—Osler—Weber disease (hereditary hemorrhagic telangiectasia) is a rare hereditary disease
that develops in childhood, characterized by vascular dysplasias, multiple telangiectasias of the
skin and mucous membranes, and hemorrhagic syndrome of different localization. One of the first
and most noticeable signs of the disease is spider veins on the skin and nasal mucous membranes.
With lesions of nasal mucosa and gastrointestinal tract, the disease proceeds with frequently
recurring bleeding. In chronic blood loss, iron deficiency anemia develops, and in acute cases, a
fatal outcome is possible. The article provides a brief historical summary of Rendu—QOsler—Weber
disease description, etiopathogenetic mechanisms of the disease development, clinical picture with
the most typical manifestations, as well as modern diagnostic and treatment criteria. Particular
attention is paid to the early diagnosis of the disease. In conclusion, the authors cite their own
observation of an 11-year-old patient with Rendu—Osler—Weber disease.
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Bonesur Pangio—Ocnepa—Bebepa (Hacaen-
CTBEHHAas TreMoOpparmuecKas TeJeaHTUIKTAZUA) —
peiKoe TeHeTHMUecKoe 3aboJjieBaHUE, HAacCJeIyeMoe
110 ayTOCOMHO-IOMUHAHTHOMY TUITY, XapaKTepu3y-
I0IIleecsa COCYJUCTHIMU JUCILIA3UAMYU ¢ 00Pa30BaHNU-
€M TeJIEAHTUAKTa3ui Ha KOYKe, CIM3UCTHIX 000JI0U-
kax (CO) pecmupaTOpPHOTO U MHUINEBAPUTEIHLHOTO
TPAKTOB, apTePUOBEHO3HBIMU MaJbGOopMaIUIMU
(ABM) Bo BHyTpeHHUX opraHax. HawmbGojsiee uacTto
BCTPEUAIOIMUMUCA CHUMITOMaMu 3abojeBaHUA
SABJIAIOTCA: HOCOBBIE U JKEJIYIOUYHO-KUIIIEUYHbIE KPO-
BOTEUEHUA, Kejae30leUIUTHAA aHeMUsd, a TaKKe
MHOJKEeCTBEHHBIe TesieaHTudKTas3uu Koxxu u CO.

Hecmorpsa Ha TOT (hakT, uTO 3a00I€BaHIE HAUN-
HaeT MaHU(ECTUPOBATh B PaHHEM JEeTCKOM Bo3pac-
Te, OCHOBHBIE KJMHUYECKUE MTPOABJIEHUSA HaOJI0-
IaloTcA B TEeTCKOM U MOAPOCTKOBOM Boapacte. IIuk
KJInHUYecKoir Mauudecranuu O0osee uem B 70%
cJIyyaeB IpuUxoauTcsa Ha 16-aeTHuii Bospacr [1, 2].

CUHOHUMBI: TeHepaJM30BaHHBIN aHTMOMATO3,
reMopparuuyecKuil ceMelHBII aHTMOMAaTO3, CeMeii-
Had reMopparnuecKas TeJeaHTUIKTa3UA.

Hcmopusa onucanus 3ab6oneéanusn. IlepBblie
YOOMWHAHUA B HAYUYHOI JIUTEpATypPe OTHOCATCA K
cepenuue XIX Beka, korga Bpau H. Sutton 8 1864 r.
BIIEpBBIE ommcaJ 3aboJieBaHUE, KOTOPOe XapakTe-
PU30BAJIOCh YACTBIMHU PEIUAUBAMU HOCOBBIX KPO-
BOTEUEHUI, BeICHIMaHUAMEU HA Koxku u CO B BUAe
TeJeaHTrUdKTa3Uii [ 3].

B 1896 r. ¢panmysckuii Bpau AuHpu Pannio
omy6JyimKoBaJ cTaThio «IIOBTOpHOE HOCOBOE KPOBO-
TeueHWe y MalyeHTa C HeOOJBIINMHU AHTHOMAMU
KOJKU U CJIUBUCTHIX 000JI0UEK», B KOTOPOM omucas
KJIUHUYECKUN caydyail peruguBUpPYIONIUX HOCOBBIX
KPOBOTEUEHUN W TEeJEaHTUdKTA3uil y 52-JeTHero
MY’KUUHBI, IpojoJiKatomuxcesa ¢ 12 jer [4]. Aupu
Paupgio mpeamosioKmiI, UTO 60JIe3Hb MOYKET UMETh
HacJeNCTBEHHBIN XapaKTep, OCHOBLIBAAChH HA U3Y-
YeHUU ceMellHOro aHamHesa. Tak, mMaTb u Opar
mamueHTa CTpajajid PerugUBUPYIONMMA HOCOBBI-
MU KPOBOTEUEHUAMHU, a y OTIA IallueHTa HabJio-
IaJiuCh PElUAMBUPYIOIINE KeJIyIOUHO-KUIIeUHbIe
kpoBoreuenusd (KKK) u cocyaucTbie «3Be3TOUKHI»
Ha HOCY, A3bIKe, BepXHeli rybe [1, 4].

Bxanaxg Aupu Panpio, Kak mcciaegoBaresid, He-
OCIIOPUM B KOHTEKCTE UBYyUEeHUA JAaHHOTO 3a00JeBa-
HUS U ero 0co0eHHOoCcTeli. ABTOP OTMeYaJI y malueH-
TOB GJIEZHOCTH KOYKHBIX IIOKPOBOB M MHOJKECTBEH-
HBI€ AQHTMOMBI U TPOBOAMI AuPHepPeHIInaTbHYIO
JUarHOCTUKY ¢ reMo(uIne.

CoycTa HECKOJIBKO JIeT KaHAACKUM TepaleBT
Bunsam Ocjep ommcana CUHIPOM HAaCJIeICTBEH-
HBIX TreMopparuyeckux Tteneanruskrasuii (HI'T)
(«IToBTOpAMOIIIMECA HOCOBbIE KPOBOTEUEHUA Ha
ceMeiiHOM (hOHE, CBA3aHHBIE C HECKOJBKUMU TeJie-
AHTUOKTABUAMU KOMKM M CJUBUCTHIX 000JO0YEK»,
1901 r. u «HaciencTBeHHBIEe TeJeaHTHUIKTAZUU
C TOBTOPHBIMHM KpoBousausHuaAMu», 1907 r.).
UccnenoBaTesb 00paTu BHUMAaHNE HA TO, UYTO IBOE
TIanueHToB ObLIN 6PAaTOM U CECTpPOil, a 7 UJIeHOB UX
ceMbU U3 3 PasHBIX IMOKOJEHUU MMEJIU CXOTHBIE
CUMIITOMBI, T€M CAMBbIM yKas3blBasg Ha CeMeNHBIN

xapakTrep 3aboneBanusa [5]. B. Ocnep Bwuigensan 3
BUJIA TeJIEAHTUIKTA3UI, UCXOAA U3 UX PA3MEPOB U
TJIyOMHBI PACIIOJIOMKEHNUA, TaKKe MOAPOOHO OmUCcas
TUNUYHbIE BBICHITAHUSA HA KOMKE — «COCYAUCTHIE
3BE3IOUYKU» — CETh PACIIMPEHHBIX MEJKUX COCY-
OB, JIOKAJU3YIOIIUXCA B 00JIaCTH KPBLIBEB HOCA,
ry0, II[eK U BeK, TaKiKe BOKPYT COCKOB Ha I'PyAU U
MPUAAIONINX KOXKe 0arpoBO-CUHIOIIHBIN OTTEHOK C
PE3KO BBIPAYKEHHBIM COCYIUCTHIM PUCYHKOM [6, 7].

Hewmernkuii Bpau @penepurk Bebep cpaBHUBAT B
STHUOJIOTUUECKOM KOHTEKCTE MIPOABJIEHUS TAHHOTO
3a00JieBaHUs C TeMOPPOEM U BaPUKO3HBIM PACIIIU-
peHreM BeH, TeM CaMbIM BHEC BKJIA] B MOHUMAaHUE
IIaTOTEHETUUECKUX aCIeKTOB U IOATBEPAUJ CeMeli-
uoiit xapakTep HI'T, KoTopble BIOCIEICTBUU U3JIO-
JKUJI B paboTe «3aMeuaHUe O KOJKHBIX TeJIeaHTUIK-
TasuAaxX U ux sruojorum» (1904).

TepMUH «TeJIeaHTUIKTA3UA» [Jsd OIMUCAHUSA
TIOBEPXHOCTHOTO COCYyZa KOKM, BUAUMOTO UeJOBe-
YeCKUM IJIa30M, BIepBbie ObLT BBemeH Von Graft B
1807 r., «HacaencTBeHHasA reMopparuyecKkas Teje-
aurumskTasua» — B 1909 r. F. Hanes [8-10].

Inudemuonozusn. Bomesur Panmio—Ociepa—
BebGepa ¢ paBHOU [goJiell BEPOATHOCTHU IIOpaKaeT
KaKk MYKUMH, TaK W JKeHIUH. BcTpeuaeMocThb
MaHHOM IMMATOJIOTUU JOBOJBHO BHICOKA W BapbUPY-
et or 1:5000 mo 1:8000 [10, 11]. Ha Tepputopunu
EBpocorosa gamublil guaruos ycranosaeH y 85 000
yejsioBek [12].

ITo omleHKaM HEKOTOPHIX MCCJIENOBAaHUM, CYIIle-
cTByeT 0oJjiee BBICOKAs PaCIIPOCTPAHEHHOCTH MaH-
Horo 3aboseBanusd (1:1330) y :xuTeneit KapudOCKUX
octpoBoB Curacgao, Bonaire [13]. Bosie3ans Hacaeny-
eTcd II0 ayTOCOMHO-JOMUHAaHTHOMY Tuiry [14].

dmuonozus. K HacToAIEMY BpeMeHU YCTAHOB-
JIeHa CBA3b 3a00JIeBaHUA C XPOMOCOMHBIMU MYy TaIlH-
aMu. B simTepaType onmcaHbl HECKOJBKO TeHEeTUYe-
cKux GopM ZaHHOTO 3a00JIeBaHUs, KOTOPHIE BOIILIN
B OCHOBY COBpPeMeHHOI Kiaccuduraruu [15, 16].

IIpu mepBom Bapumante (HI'T1) ormeuaerca
myranua reHa suporaumHa (ENG), KoTopwlii pac-
moJjaraeTcdA Ha AJUHHOM ILjiede XpoMocoMsbl 9 [16].

YV mnamnumenTos ¢ HI'T1 wuame nHabamomarmoTes
nerounbie ABM, uem npu npyrux nmoarumax HI'T —
6osiee uem y 50% OGosbpHBIX [17].

Bropoit Bapuant (HI'T2) BCcTpeuaeTcAa uUacrto
cpeiu TAIMEeHTOB UM JeTePMUHUPOBAH MyTalluem
reaa ACVRL, KOTOPBIH pacmojiaraeTcs Ha XpOMOCO-
me 12 (12ql11ql4) u KogupyeT pelenTop KJIeTOYHOM!
noBepxHocTH (activin receptor-like kinase 1). IIpu
BTOPOM BapHAHTE CUMIITOMBI IOABJIAIOTCA IO3Ke,
uyem npu HI'T1 u oTmeuaeTcss mopaskeHue IeUeHU
[18-21].

Takske y mamueraToB ¢ HI'T 6Gbliu BBIABJIEHBI
U Ipyrue XPOMOCOMHBIE MYTAI[U¥, KOTOpbIe 00y-
CJIOBJIMBAIOT pa3juuyHble BapuaHThl TeueHusa HI'T:
5q31.332 (HI'T3), 7pl4 (HI'T4), 10q11.22 (HI'T5)
[19-23].

B mocnenmee BpeMsA BBIAENAIOT YHUKAJIBHYIO
dopmy HIT6, meTrepMUHUPOBAHHYIO MyTaluei
6enxa rena SMAD4, pacmoJiokernHoro Ha 18q21.2,
MIPOABJIAIOIIYIOCA TUMUYHON KJIMHUYECKON KapTu-



vHoit HI'T u cumMnTomMaMu IOBEHUJBLHOTO ITOJMIIO3a
[24]. Myranmum He OBIIU UAEHTHU(GUIIMPOBAHBLI B
15-20% cewmeii manuenTos ¢ HI'T [10, 13, 25, 26].

HecmoTps Ha To, uTO HamHOe 3a00aeBaHe OBLIO
onucano 6osee 150 JeT 1 XOPOIIIO M3yUYEHO C IO3U-
Uil TeHeTHUKU, OOINeIPUHATON KJIacCUPUKAIIUU
HI'T B HacTosIllee BpeMs He paspaboTaHo.

ITamozenes. Benyiyio posb B maToreHese 3a60-
JIeBaHUS UI'PAIOT aHATOMHUYECKHEe U (DYHKIIMOHAIb-
Hble M3MEHEHUsI COCYJ0B PAasJNYHOr0 Kajaubpa, B
pe3yabTaTe MNOPaKeHUsS KOTOPBIX PasBUBAIOTCS
JereHepalya ¥ TMOOIJIA3UA MBIIIIEUHOTO U BJIACTH-
YECKOr'0 CJIOEB, IIPUBOIAIINE K 0YaroBOMY HCTOH-
YEHUIO CTEHOK C IIOCJEeAYIOINNM PACIITUPEHNEM IIPO-
cBeTa MUKPOCOCY/IOB.

Ha panneit cragum maToJoTMYeCKOT0 Ipoliecca
pasBUBaeTCA MECTHAA AUJIATAIINA TOCTKAIMUJIAD-
HOII BeHYJIBI (C BOBJIEUEHMEM BCEX CJIOEB €e CTeH-
Ku). B manpHelmem mpoiiece pacimpocTpaHaeTca Ha
apTepUoIy U MPUBOIUT K (DOPMUPOBAHUIO IPIMOTO
ux coenuHeHUA (6€3 00Pa30BAHUA IPOMEIKYTOUHOMN
KamuJIJAPHON CceTu), MPUBOAAINIEe K CHUMKEHUIO
IaBJIeHUSI KPOBU U CKOPOCTH €€ TOKA B apTeproJiax.

KpoBoToumBocTh (Ha MecTe aHTHMIKTA3UM) 00y-
CJIOBJIeHA JIETKOM PAHMMOCTBIO COCYAMCTON CTeH-
KM U BBICOKOI (pMOPUHOJIUTUUECKON aKTUBHOCTHIO
KPOBH.

B npanbueiiniem (QoOpMUPYIOTCS aHEBPU3MBI,
TeJeaHTUdKTA3UU U apTePUOBEHO3HbIE IIIYHTHI,
o0pasoBaHme KOTOPBIX BO3MOYKHO HA MIPOTSKEHUU
BCel "KU3HU O0JIBHOTO.

Kaunuuecrkue nposaeénenusn. Ilepele cuMITO-
MBI 3a00JIeBaHUS MOTYT IIOSBUTHLCSA B IEPBBINA TOJ
Imocjie POKIEHUs, ONHAKO MaHudecranus 3a00-
JeBaHUA MOKeT BO3HUKHYTH B JIIOOOM BO3pacre.
3aboseBaHUe B OOJBIIIMHCTBE CAydYaeB MaHu(peCTH-
pyeT OOMJIBHBLIMU U PEIUIUBUPYIOMIMMU HOCOBBI-
MU KPOBOTEUEHUSMU, BOSHUKAMOIIUMU CIIOHTAH-
HO WMJIU II0CJIe HeOOJBIIO MeXaHUUYeCKO TPaBMBbI.
ITopaskenue cocymoB ormeuaercss Ha CO HocoroT-
KU, KOH'BIOHKTUBHI, Jerkux, ITHC, meuenu u ceie-
3eHKHU, KeaymouHo-kKumieunoro tpaxkrta (¢HEKT).
ITaTOTHOMOHUYHBIM MPU3HAKOM IIPUHATO CUUTATH
MHOTOYMCJIEHHBIE TeJIeaHTUOKTA3UU Ha KOXKe JuIla,
TYJIOBHUIIE, PYK U maJbiies [23, 27—30].

Pexxe peructpupyior kxpoBoreuernud us JKKT u
JIETKUX, TeMaTyPUI0, KPOBOUBJIUSHUS B TOJIOBHOU U
CIIMHHOI MOS3T, CeTYaTKY Ijasa.

Kax mpaBmio, KJINHWYECKHE IIPOABJIEHUS
6osiesau Pangio—Ociaepa—Bebepa craHoBsTcsa spue
¢ Bospacrom [1, 11, 13].

Kooxcnvie npossrenus 3sabonesanus. Ilato-
rEoMoHNYHBIM npusHakom HI'T aBisioTcsa TeeaH-
TUAKTAa3UU, UK «COCYIUCTHIE 3BE3OUKU » , KOTOPBIE
NMeIOT APKO-KpacHbBIl 1BeT, 3—10 MM B muameTpe,
He IIyJIbCUPYIOT, OJIETHEIOT IIPU HANABINBAHUU, a
UX KOJMYECTBO YBEJIUUUBACTCS CO BPEMEHEM.

Hawubosee wacTo TejmeaHTMIKTA3UU OTMeUA-
IoTCs Ha KoKe Juma, pyk m CO. Ha aume mHO-
JKECTBEHHBIE «3BE3JOUYKU» BBISBJISAIOTCI B IIE€PUO-
pajbHOUW B30oHe, Ha KpacHoil Kaiime ry6 (puc. 1),
nepuopburaibHo. Ha KoHeuHOCTSX OOJIbIlee

Puc. 1. MHOKeCTBeHHbBIE TeJICAHTUIKTA3UM HA JINIE Y IMalu-
enra ¢ 6oxesnsio Pannio—Ociaepa—BebGepa.

Puc. 2. KpynHoe cocyaucroe NaTHO Ha JIaJOHHON ITOBEPXHO-
CTH KMCTH y manuenTa c 6oxe3nsio Pangro—Ocaepa—Bebepa.

Puc. 3. MHOKeCTBeHHbIE CHMMETPHUYHBIE TeJIeAHTHIKTA3HHI
Ha THIJIBHBIX MMOBEPXHOCTAX KUCTel PYK y MaIMeHTa ¢ 60Je3-
Hbe10 Pangio—Ociaepa—Beo6epa.

KOJIMUECTBO TeJeaHTHMIKTA3Uil oOTMedaeTcs Ha
aKpaJbHBIX yYacTKaX: KUCTAX (puc. 2) um CTOIax.
XapaKTepHa CUMMETPUYHOCTD BBICHITTaHU T (puc. 3).
Ilpu ocMoOTpe IIOJIOCTH PTA BBIABJISETCA MHOMKE-
CTBO MeJIKMX Tejneanrumsxrasuii Ha CO u gecuax.
OTMeueHO, UTO BBICBHIITAHUSA HA KOKE PA3BUBAIOTCS
IM032Ke, UeM IIOSBJISIOTCA «COCYAUCThIe 3Be3IOUKM »
Ha CO mosoctm Hoca. HocoBble KpoBOTeueHUS B
IMOJABJISIONIEM OOJIBIIINHCTBE CJIydYaeB SBIAIOTCH
MEePBBIM KJINHUYECKUM IPOABJIeHVEM 3a00JieBaHUA
[3, 19].

YacroTa MmopaskeHus BHYTPEHHUX OPraHOB yBe-
JINYMBAETCS C BO3PACTOM, a TaKiKe IpU OepeMeHHO-
ctu (ocoberHO Jerounbie ABM, KoTOpbIe CTAHOBAT-
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cda sHauuTeabHOo KpynHee) — Bo II u ITI TpumecTpax
[31, 32].

ApTeproBeHO3HbIE€ IIIYHTHI B JIETKUX WMEIOT
MHOKECTBEHHBIN XapaKTep pacIpOCTPAHEHUA U
MIPEeNMYIIECTBEHHO ITOPAYKAIOT HUMKHWE OJIU JIer-
Kux (B 80—-90% saABasioTcA NpOsBIeHUEM 00JIe3HU
Pamgo—Ociepa—Bebepa), yacTo IIPOTEKAIOT acHM-
OTOMHO (IPOABJIAIOTCA OABIIIKON Ipu (hU3UUECKOMN
Harpyske) [18].

Cocyaucroie MaabGOpMaIy MOT'YT IIPUBOIAUTE
K JIEFOYHOM I'MIIePTeH3UM, HEBPOJIOTUUECKUM HAPY-
meHuAM (pasBUBAOIUXCSA BCJEACTBUE ITapagoK-
cajbHON 5MOOIMK) U B PENKHUX CAyYasaxX K JIerod-
HBIM KpoBoTeueHUuAM [33].

HaubGosee yacTo IepedOpajbHBIE COCYIUCTHIE
MaIb(hopMaIuy PacioaraloTcsa B FOJJOBHOM MO3re,
peke — B CIIMHHOM MO3Te Y MMEIOT apTepPUOBEHO3-
HbI# Tun. IlepedpanbHble TeleaHTUIKTA3UN, KaBep-
HO3HBIE MaJbdopManuu, MaabhopMaruu BeHBI
Tasiena, BeHO3HbBIE AaHTHMOMBI U AHEBPU3MbI BCTpeUa-
forcA peske [34]. IIpu BEICOKOM apTepuaibHOM IaB-
JieHnu 1epebpajbHble COCYAUCTbIe MaabhopMaIium
MOT'YT KPOBOTOUMTh U OBITH MPUUUHOMN CyAOpPOr 1/
WJIV BHYTPUYEPEITHBIX KPOBOU3IuAHMM [35].

Ilo maHHBIM SHAOCKONUYECKUX HCCJIETOBAHUI,
y 80% mnamnuentoB ¢ HI'T umeioTcsa TeseaHTMIKTAa-
sun B JKKT, 0cO0EHHO B JKeJIyAKe U TOHKOM KHUIITeu-
HUKe, IPOTeKarIre 6eCCUMITOMHO UK BHI3BIBAIO-
e KpoBoreueHusd [36].

ITeuenounsie ABM mpu »sToM 3abosieBaHUU
Ha0JII0Jal0TCA OTHOCUTEIBHO peako — vy 8% marmu-
erToB. OHM BapbUPYIOT [0 PA3Mepy OT MaJeHbBKUX
TeJIeaHTMIKTA3UH [0 OOJBIIUX apTePUOBEHO3HBIX
ucTysn u MOryT IPUBOAUTH K Aud@ysHOMY mopa-
JKeHUIo IeueHu [27].

B 2014 r. 6bL1a TIpeaIoKeHa IIKajaa AJs ompe-
JeJIeHUs PUCKOB BOBHUKHOBEHUSA KJINHUYECKU 3HA-
YUMOTO MOPaKeHWs I[eUYeHW C yIeTOM BO3pacra,
moJjia, YPOBHA reMOIJIOOMHA U IesiouHoii docdara-
361 U 1p. [37].

IIo yacToTe BCTPEUaeMOCTH KJIVMHUYECKUE CHM-
ITOMBI Y IAIMEeHTOB ¢ O6oje3nbio Pammio—Ociepa—
Bebepa MOKHO PacmoJIO}KUTD B CIAENYIOIIEH IIocie-
IOBaTEJIbHOCTH: HOCOBBIe KpoBoTeueHus — 90%,
KOJKHBIE TeJIeaHTUIKTasuu — 75% , mopaskeHue Jier-
kux (ABM) — mo 50% , mopaskeHue coCyI0B IleUueHNn
-y 30%, JKKK — y 15%, nmopaxxkenue ITHC — nmo
23% [13].

Kpumepuu nocmanosxu duazHosa. B Hacros-
miee BpeMma aia guarsoctuku HI'T ocraiorcs akTy-
anbHBIMU Kputepuu Curasao (1999):

® PeIUIVBUPYIOIIME CIIOHTAHHbIE HOCOBBIE KPO-
BOTEUEHUS;

e MHOKECTBEHHBIE TEeJeaHTHMIKTA3UM HA KOKe
u CO;

® apTEePHOBEHO3HbIE AHEBPU3MBI BHYTPEHHUX
opraHoB (JIETKMX, T'OJIOBHOI'O W CIIMHHOI'O MO3Ta,
neuenu, JKKT);

e HajUuYUe POACTBEHHUKA MEPBOM JIMHUU POJI-
CTBa, COOTBETCTBYIOII[Er0 IEePBBIM TPEM KPUTEPUIM.

Huarao3 HI'T cumraeTcda MmOATBEPKIEHHBIM,
ecau y malueHTa uMeTca 3 wium 4 Kpurepwusd,

BO3MOYKHBIM — IIPU HAJUYUU 2 KPUTEPUEB, COMHU-
TeJbHLIM — IPU HAAUYUU MeHee 2 KPUTEPUEB
[38—-40]. CorsacHo Me:KAyHApPOOHBIM pPeKOMEHa-
nuaMm (International guidelines for the diagnosis
and management of hereditary haemorrhagic
telangiectasia, 2011), oGciaemoBaHMe BKJIIOUAET B
cebs: onpesiesieHNe YPOBHA reMOrJIo0nHa, (heppuTu-
Ha KPOBU, KOHTPACTHYIO dXOKapauorpaduioo, yjab-
TPasBYKOBOE AOIIJIEPOBCKOE CKAHUPOBAHUE IIeue-
HU, MArHUTHO-PE30HAHCHYO TOMOIpad)uio roJIOBHO-
ro Mo3ra.

Jeuenue. B 2006 r. rpynna MeskIyHaApPOTHBIX
JKCIIEPTOB paspaboTrajia OCHOBHBIE IIPUHIIUIIBI JUa-
raoctuku u sedeHus HI'T (International Guidelines
for Diagnosis and Management of HHT), xKoTopsie
on11u omy6simkoBansl B 2011 r. [40].

B ocHoBe pexomenpamnuii mo Jeuenuio HI'T
JIEKUT HEeOOXOQMMOCTH HCIIOJb30BAHUS MEKIVC-
UAIINHAPHOTO IMOAXOJAa W IPUBJIEUEHUS CIIeI[H-
anucToB (memuaTtp, AEpPMaTOJIOT, TeMaToJioT, OTO-
PUHOJIADUHTOJIOT, MYJbMOHOJIOT, XUPYPr, HEBPO-
JIOT, HEUPOXUPYPT, TeHEeTUK, KapamoJior). basoBbie
npuHiunbl Jjedenus HI'T: KOHTPOJb MECTHBIX H
001X CUMITOMOB (KPOBOTEUEHUN pAa3JIUUIHON
JIOKAJMW3alluu U WX IMOCJEeACTBUIl), IpegoTBpaIle-
HIEe OCJOKHEHWIl, CBA3aHHBLIX ¢ Haguuuem ABM
B PAsJIMYHBIX OpraHax. XUPypruueckKoe JieueHue
BKJIIOUAET: JladepHble, XUMHUUYECKUE U dJIEKTpUuUe-
CKHe MeTOJbl SHAOHA3aJbHON KOaryJdaluu, IJja-
CTUKY IIePEeropoAK! HOCa, SMOOJIU3AIUI0 HOCOBOI
apTepuu U 3aKPBITHE HOCOBOM moJocTu [41].

IIpemapaTsl sKeje3a peKOMeHJOBaHbI IIPU HAJI-
YUKW YACTHBIX PEIMJUBOB KPOBOTEUEHUS C I[EJIBIO
IpeJOTBPAIeHUsA Pa3BUTUA Kesie30JeUIIUTHON
aHeMUMu.

B HEKOTOPBIX CIyUasiX AJIA CHUMKEHUS YaCTOTHI
KKK ucnoib3yoT ropMOHAJBHYIO Tepanuio (LOHO-
KPUH WX 3CTPOreH/IIPOrecTepoH) Ui aHTu(uopu-
HOJMUTHUYECKUE IIpemapaTrhl (TpaHeKcaMoBas KUC-
gora). aske ¢ yueToM KPaTKOBPEMEHHOCTH Tepa-
nmeBTHUYEeCcKOro spdeKra, B ciyuae BOSHUKHOBEHUS
KpoBoreuenua u3 JKKT, misg ero octaHOBKU HpU-
MEHSIOT 9HJOCKOIUYECKYIO JIa3ePHYI0 KOAaryJIAIUIO
nin GUIOJIAPHYIO BJIeKTpoKoaryaamnuo [18, 42].

IMO0IM3aIUI0, MUKPOXUPYPTUIO U CTEPEOTAK-
CHUUYEeCKOe PaAMOaKTUBHOE 00JyUeHHEe HCIOJb3YIOT
miia geueHusa ABM rosoBHOro mosra ¢ yuyeToM X
JIoKaau3anuu u pasmepos [43].

CoBpeMeHHbIE TEHICHIIUYU B TePAIUU OPUEHTHU-
pPOBaHBI HA KOPPEKIINIO aHTMoreHes3a, B YaCTHOCTH,
Ha WHruOupoBaHWe OUOJOTUYECKON AKTUBHOCTU
daxTopa pocra sugorenud cocynos (VEGF)[13, 44].

HeunBasuBHoOe BegeHUe O0OJBHBIX C HOCOBBLIMU
KPOBOTEUEHUSMM HAIpPaBJeHO Ha WX IpoduIak-
TuRy (coxpaHenue meaoctHoctu CO Hoca). uasa
Tepamuy OCTPBIX HOCOBBIX KPOBOTEUEHUI HAmOO-
Jiee 4acToO MCIOJIb3YeTCs TAMIIOHMPOBAHNE TIOJIOCTHI
Hoca (KJlacCUYecKOe WJIM ITHEeBMAaTHUUYECKOe TaMIIO-
HUPOBaHMeE), JYOPUKAHTHI ((DM3UOJIOTUYECKUN pac-
TBOP, Ma3U C aHTUOUOTUKAMU), Ma3u/KPEMbI C TOp-
MOHAJIBHBIMU IIperapaTamMmu, aHTu(GUOPUHOIUTUK I
[42].



Co6cmeennoe nabnrodenue

Boabnuoit K., 9 jer moctynua B 1-e meguaTpuiecKoe
ornenenue [IT'KB um. 3.A. Bamnaesoit [I3M 28.01.2019
¢ puarHosom: «HemuddepeHITMPOBaHHBIH KOJIUT, 000-
crpeHre. MHOMECTBEHHBIE TeJ€aHTMIKTasuu. BoJie3Hb
Paungro—Ocaepa—BebGepa (?)».

IIpensbaBiaan xamo0bl HA IEPUOANYECKU BO3HUKAIO-
e 60Jiu B 06JIACTH JKMBOTA, IPOKUIKU KPOBU B CTYJIE,
BBICBIIIAHUSA Ha KOYKe JINIA, IPUCTYIILI YIOPHBIX HOCOBBIX
KPOBOTEUEHUH B TeUEHUE IIOCIEJHEeTr0 MeCsAIa.

W3 anamuesa M3BECTHO, UTO PeOeHOK poauicsa oT II
0epeMeHHOCTH, CAMOCTOATEIbLHBIX POZOB Ha 40-ii Hexee.
Paunuii amamues 6e3 ocobernHocreii. B cemeiitHoM amam-
He3e JAHHBLIX 0 HAJWUYNN Y OAMMKANIINX POACTBEHHUKOB
CXOIHOM KIMHNUYECKON KapTUHBI YCTAHOBUTD HE YAAJIOCh.
C 4-;meTHero Bo3pacTa CTpajaeT IEePUOAUUYECKU BO3HU-
KaIUMKU IPUCTYyHaMHu 00Jiell B »KHBOTE, IIPEUMYIIe-
CTBEHHO B NMapayMOMINKAaJbHOM 00JIaCTH, COIPOBOKIA-
OIUMUCA HOABJIEHUEM KUAKOTO CTYJa C IPOKUIKAMU
KpoBu. C mamHBIMHU »KajgobaMu MaJbUMK OBII HEOIHO-
KPaTHO TOCIUTAJU3UPOBAH B PA3/IMUYHbIE KJINHUUYECKNE
yupexxaeHua c¢ auarHosoM «HenuddepeHmupoBaHHBIHN
KosuT. PyuriuoHanbubie HapymeHus sKKT: nuchysk-
nua chuakTepa OgaM MO MAHKPEATHUYEeCKOMY THUILY» C
TalbHEHIINM IIPOBELEeHNEeM COOTBETCTBYIOINEN Tepalnu
C BPEMEHHBLIM MOJIOXKUTEeJbHbBIM addexTom. B HOsa6pe
2017 r. mamueHT oOpaIaeTcs K Bpauy-racCTpoOdHTEPOJIOTY
C TOCJIeAYIONIell rocuuTaamsalueil B IeAUaTPUUECKOe
orpenenue [JI'KB um. 3.A. Bamnsesoii ¢ sxamobamMu Ha
00JIb B JKMBOTE, HAJIWYNE MPOYKUJIOK KPOBU B CTyJie, a
TaKsKe BBICBIIAHWN Ha KOJKe Juila. lIpu IpoBeleHUN
WCCJIEIOBAHNI MBAKALI OBLI BBIABJIEH IIOJOMKUTEJIbLHBIN
pesyabTaT Ha HaJuune KPOBU B CTyJe IIPU HOPMAJbHOM
YPOBHE KaJIbIIPOTEKTUHA, a TaKiKe OIpelesieHbl KOCBEeH-
Hble NIPU3HAKM SHTEPUTA 10 Pe3yJbTaTaM KOHTPACTHOMN
peratreunockonuu ¢KKT ¢ guHamMmuuecKuM HaOJI0meHTEM
B Teuenue 24 4. Bo BpeMsaA JepMaTOJIOrMUECKOTO OCMOTPA
00HAPYKeHbI MHOYKECTBEHHBIE TOUEUHLIE MeJIKHe TeJe-
aHTMAKTA3UM, CUHIONIHO-KPACHOTO I[BeTa, OJIeTHEIoIune
IPpY BUTPOIPECCHN. BBICBITAHUSA JOKAJMU30BAINCH Ha
KOKe JIuIla: HmepuopOuTaabHONI W IepuopabHOIl obJia-
CcTH, Ha KpAacHOH KailimMe ry0, a TaKyKe KDBLIbeB HoOca.
Bpauom-mgepMaToBEHEPOJIOTOM GBI 3aTI0JO3PEH MUATHO3
«Bonesns Pangio—Ociepa—Bebepa», B cBA3U ¢ UeM OBLIN
MaHBl PEKOMEHJAIuK II0 MIPOBEJEeHUI0 330(aroracTpo-
nyonenockonuu (OIC) u dubporomonockonuu (PKC)
C IIeJbI0 Bepu(pUKAIINYM AMATHO3a U OIPeJeeHUA Najb-
Helmeln TaKTUKU JieueHUsi. B BuUIy ceMelHBIX 00CTOS-
TEeJIBCTB POAUTENN OTKA3aJNCh OT 00C/IeI0oBaHus, U pede-
HOK BBIIACAJICA JOMOHM AJIsI aMOyJIaTOPHOTO HAOIIONeHNA
¢ puarHosom: «HemuddepeHIIMPOBaHHBIN KOJIUT, 000-
crpeHre. MHOMXeCTBeHHBIE TeJI€aHTMIKTasuu. BoJie3Hb
Paugo—Ocnepa—Bebepa (?)». Pekomenganuu BKJIIOUATINA
B cebda: fuHAMUUYeCcKoe HabJIoZeHe V Bpaya-nequaTpa u
Bpava-TaCTPOIHTEPOJIOTA IO MECTY KUTEJIHCTBA KaKIble
ImoJIroja, MPUMeHeHne IPOOMOTUKOB U cMecu MoayiieH B
TeueHue 1 rosa, a TaksKe 6e30TyIaraTeIbHOE oOpaIeHme K
Bpauy-neauaTpy IpU MOABICHNH Kaj00 Ha HOCOBBIE KPO-
BOTEUEHMUS, PBOTY C KPOBBIO WJIK CTYJI C IPUMECHIO KPOBH.

Status praesens: cocTosgHMe MarueHTa CpeaHeH TaMKe-
CTH, CHMIITOMBI WHTOKCHUKAIIMN OTCYTCTBYIOT. PeGeHOK
AKTUBHBIN, ANIETUT COXpaHeH. JKUBOT He B3AYyT, MATr-

Puc. 4. ITanuent K., 9 geT: MHOKECTBEHHbIE TeJI€aAHIMIKTA-
3UH Ha KOJKe JINI[a B MIePHOPaIbHOM 00IaCTH.

Puc. 5. Ilanuent K., 9 ger: MHOKeCTBEHHbIE TeJI€AHTHIKTA-
3UU HaA KOJKe JIMI[a B IepruopOUTaIbHON 00/1aCTH.

Puc. 6. Ilanuent K., 9 xeT: Ha THLIBHOM CTOPOHE KUCTH 0OJIb-

1II0€ KOJIUYECTBO TeJIeaHTHIKTAZUIL.

KW, JOCTYIeH TJIy0OKOH majblamuu, 6e3001e3HeHHBIH.
Ctysn oopMIeHHBIH 10 1 pasa CyTKU, IPUMECU OTCYT-
CTBYIOT.

IIpu ocmoTpe Koy u CO: MHOMKECTBEHHBIE TeJIeaH-
TUSKTA3UH Ha KOMKe JIMIA B MePUOPOUTAIBHON U IIePUO-
pasibHoi 30Hax (puc. 4 u 5). Ilogo0HbBIE TeTeaHTUIKTAZUN
OBLIM BBISIBJIEHBI TaKJKe HA KOJKe KUCTeH U IIPaBoro mpej-
IJIeYbsI B BUE OUaroB OKPYIJION (DOPMEI HA (DOHE IeTeX M-
aJIbHBIX 9JIEMEHTOB, UTO TOBOPUT O IOBLIMIEHHONW paHU-
MOCTH IIaTOJOTMYECKUX cocymoB (puc. 6). OOmuii ama-
aus Kposu (28.01.19): spurporursl 3,3+ 1012/1, remo-
rao6un 101 r/a, COD 5 mm/u, aefixomursl 6,4 109/,
"eitrpopuaer 51,2% , aumponurer 40,1% , MOHOIUTHI
8,7% , TpomGonuTel 216 +109/1. Buoxumnuueckuii ama-
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au3 kpoBu (28.01.19): ceiBopoTOUHOE Keje30 13 Hr/MI.
Buoxumuueckuit ananius Mouu — 6€3 U3MEeHEeHUH.

Y31 opranoB OpiomuOo# mosoctu (31.01.2019):
nedopManus JKeJTIHOTO IY3bIPS.

AT'/IC c 6uoncueit CO aHTPaIBLHOTO OTJEJA JKeayaKa
(5.02.2019): maToJsioruu He BHIABJIEHO.

DKC (1.02.2019): ycumeHue COCyIUCTOTO PUCYHKA
Bcex otraesioB ocMmorpeHHO¥ 1.02.2019 KuMIKM, TOBBI-
HIeHHasd KPOBOTOUMBOCTH IPU KOHTAKTE, a TAKIKe HAJIU-
yre aHTUIKTA3Ui TOJICTON KUIITKU.

YuurbiBasg AJUTENbHBIH aHaMHEe3 3a0ojieBaHUId,
HaJINumMe TeJIeaHTUIKTASUUI HA KOKe, JKaJOOBI Ha YacTO
MIOBTOPSIOIMEC HOCOBBIE KPDOBOTEUEHUS, a TAKIKE [1opa-
JKEHUSI COCYZOB TOJICTON KWINKYW W PAa3BUTUE JKeJe307e-
bunuTHOIt anemMuu I crernenu, mamueHTy ObLI BBICTABJIEH
nuaraod: «Bonesus Pangio—Ociepa—Bebepa».

Tepanusa sxatouana: Tpumemar 100 mr 3 pasa B
CYTKU OHEeH BHYTPH 3a 20 MuH 10 eanl 5 gHei, Peppym
Jlex cupon 5 mu 1 pas B cyTKu BO BpeMs eanl 10 gHeii.

MecrHOe JieueHnEe: OPOIIEHNEe TOJIOCTH HOCA COJIEBbI-
MU pacTBOpPaMu U WCIOJb30BaHUE d3M0oJeHTOB Ha CO 2-3
pasa B CyTKU AJIUTEILHO.

3a Bpems mpeObIBAHUS B CTAIMOHADE OTMeUYasiach
MOJIOKUTEIbHAS TUHAMUKA COCTOSHUS IMalleHTa: 60Jiu
B JKUBOTE, QUCIEINCUYECKNe SBJIEHWUS U HOCOBBIE KPO-
BOTeueHUA He Oecmokomau, cTya odopmieHHBIH. Ilo
pesyJIbTaTaM IOBTOPHBIX JIAOOPATOPHBIX MCCJIELOBAHUN
(5.02.2019): spurporurst 3,4 +1012/1, remormooun 103
r/J1, peTUKYJIOImUTHI 4% .

ITpu BBIDHCKE HAIMEHTY ObLAW JaHBI CJENVIOIIue
pekomMeHganuu: nuTaHue cmechbio Mogaymer go 500
MJ B CYTKH U IpPHEM HOPOOMOTHMKOB B TeUeHUE TOJa;
®Deppym Jlex cupon 5 ma 1 pa3 B CyTKU BO BpeMdA enbl 6
HeJleJIb; OPOIIIeHYe IOJOCTH HOCA COJIEBBIMU PACTBOPaAMU
U ucmojb3oBaHue smosieHToB Ha CO 2—3 pasa B CyTKu
[UINTEJIbHO IJIsI CHUKEHUS PUCKA IMOBTOPHBIX HOCOBBIX
KPOBOTEUEHUI; KOHCYJbTAIMN Bpaua-meguarpa (majee
Bpaua-TepareBTa) 0 MECTy KUTeJbCTBa AJA JUHAMU-
YEeCKO!l OLeHKV M3MEHEeHWU B pe3yJbTaTax OOIIero u
OMOXMMUUYECKOTO aHAJU30B KPOBU (KOHTPOJIb HAJTUYMUSI
CKPBITOTO KPOBOTEUEHUS) KaKIAble 3 MecAIlla B TeUeHUe
JKU3HU, a ¢ 18 jeT KaKable 5 JeT — IpOBeJeHUe dXO-
Kapauorpapuu, KOMIBIOTEPHON ToMorpaduu TPyoHOH
MOJIOCTH, YJIBTPA3BYKOBOH mpommeporpauu cocymoB
nmeyeH”, MATHUTO-PE30HAHCHON aHrumorpaduu TOJIOB-
HOTO MO3ra C IeJbI0 ONPeIeJeHUs BO3MOYKHOTO 00b-

eMa MOPaKeHUs A AaJbHEHNIIell KOPPEeKINU TaKTUKU
BeJeHUs IaleHTa.

3akiaouyeHue

Bosnesnr Pangio—Ocinepa—Bebepa (Hacaen-
CTBEHHAs TreMOpparuyecKas TeJeaHTUIKTA3U)
SABJISIETCA PEIKUM TeHeTHYeCKMM 3a00JieBaHueM,
XapPaKTEePUIYIOIMNMCS COCYIUCTHIMU AUCIIIA3UIMU
¥ PasBUBAIOIIMMCSA B AEeTCKOM Boadpacre. Omuum us
IIePBLIX IPU3HAKOB 3a00JIeBAHUS ABJISAETCS OSABJIE-
HUe TeJleaHTUsKTa3uit Ha Koxke, CO peciipaTopHOTO
¥ OUINEBAPUTEJLHOTO TPAKTOB. IIpu mopaskeHmsax
CO mosoctu Hoca u +HKKT 3aboneBaHMe mpoTeKaeT
C 4acTO IOBTOPSAMINMUCI KPOBOTeueHUAMHU. [Ipu
XPOHUYECKUX KPOBOIIOTEPSIX PA3BUBAETCS KeJIe30-
neunuTHASA aHEeMUd, a IIPU OCTPHIX — BO3MOXKEH
JeTaJbHBIA UCXO].

Huaruoctuka u Jjgeuenue HI'T TpebGyroT mMex-
OUCHUIIJIMHAPHOI'O IIOAXOLAa C IIPUBJIEYEHUEM
Bpauell pasJWYHBIX CIENUAJbHOCTEH: Ieguarpa,
IepMaTojiora, reMaroJiora, OTOPHUHOJIAPUHIOJIOra,
OyJbMOHOJIOTa, XUPYypra, HEBPOJIOra, HEMPOXUPYP-
ra, reHeTHKa, Kapauosiora. IIpuHMMas BO BHU-
MaHHUA HHU3KYIO YaCTOTY BCTPEYaeMOCTH M CKDPBI-
TOoe TeueHue, 3anono3puTtb HI'T BO3ZMOXKHO TOJIBKO
IPU IPABUJIBHOM MHTEPIIPETAINY YKaa006 OOJIBLHOTO,
CceMeMHOro aHaMHe3a, JaHHBIX OCMOTpa u Jabo-
PaATOPHBIX HCCJIEIOBAHWIN, BKJIOUAS IeHETHYECKUE
meTonbl auarHoctuku [37, 40]. Ocoboe BHUMaHUE
cjeAyeT yAeJNUTh PaHHEeHl NUarHocTuke 3aboJjeBa-
Hus. PacmosHaBanue Hambojee TUIMTUYHBIX KIMHU-
uyecknx npusHakoB HTT (MHOKeCTBEHHBIX «COCY-
IUCTHIX 3BE3J0UYEK» HA KOYKe B COUETAHUU C YaCTO
IIOBTOPAKIMNMUCA HOCOBBEIMM KPOBOTEUEHUIMHN B
IeTCKOM BO3pacTe) IIO3BOJIAT IIeAuaTpaM IIPOBO-
IUTH MPOPUIAKTUKY I'PO3HBIX OCJIOMKHEHUN 60jes-
uu Paugio—Ociepa—Bebepa.

dunancuposarue: UCMOYHUK He YKA3AH.

Kondmurcm uHmepecoe: asmopvl. cmamvu 3AA8J75-
1om 06 omcymcmeuu KOHPYIUKMA UHMepecos.
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