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Pesome

HacnencrBennas remopparnueckast teneanruakrasust (HI'T) — penkoe 3abosneBaHue, HacaeayeMoe o ayTOCOMHO-TOMUHAHTHOMY THITY, XapaK-
TepU3yeMoe pa3IMIHbIMU COCYIUCTBIMU TeeKTaM1, BKITIOUasi HOCOBbIe KPOBOTEUEHUSI, paCIIMPeHe KPOBEHOCHBIX COCYIOB (TeJIeaHTUIKTAZHMN)
1 apTeproBeHO3HbIe Maibdhopmarmu (ABM) B Ierkux u Apyrux BHYTpeHHUX opraHax. Jlerounsie ABM Ha6monaiores y 15—50 % G6onpabix HI'T.
3aboneBaHne MaHUMECTUPYET B JIETCKOM BO3PACTe W HAPACTAeT MPU TKEIBIX KIMHUYECKUX TIPOSIBIICHUSX B TeUeHUe BCEll KU3HU OOJIILHOTO.
DnoHMMUYHOE Ha3BaHue OoJie3Hu Panmo—Ociepa—Bebepa npoucxoaut ot haMuiinii Bpadyeil, BIiepBble ee onucaBlinx B cepeanHe XIX Beka.
HecMoTpst Ha ompeiesieHHbIe YCTIeXU B U3YYEHUH STUOJIOTUU U MTATOTeHe3a 3TOro 3a00JIeBaHMsI, TAKTUKA JICUSHUST IO CUX TIOP OCTAETCsT HEOCTa-
TOYHO onpeneieHHoN. Lenbo 0630pa siBiIsieTcs cucteMaTu3alus cBeaeHuid 00 3THoIoruu, nuardoctrke v jedeHuu HI'T. B cratee npencrasie-
HBbI COBPEMEHHOE COCTOSIHUE MPOOJIEMbl, OCHOBHBIE TUATHOCTUYECKHME WCCIAECIOBAHUS UM MPUHLIMIBI MEAUKAMEHTO3HOTO M XUPYPrAYeCKOro
neveHus1. 3akmovenue. [1pu monmopranHom nopaxeHuu pu HI'T TpebyeTcst MeXIUCIIMILTMHAPHBIN TIOAXO/ K BEJICHUIO TAKMX MAIIMEHTOB KaK
B JIETCKOM, TaK U B3pocjioM Bo3pacte. C OTKPBITEM F'€eHETUYECKUX OCHOB 3TUOJOIMU 3a00J1eBaHUsl MEPCIEKTUBHBIM HAPABICHUEM B JICUEHUU
SIBJISIETCS TIPUMEHEHUE TTATOTeHEeTUYEeCKO Tepaluu ¢ UCIOb30BaHNEM TYMaHU3UPOBAaHHBIX MOHOKJIOHABHBIX aHTUTe . OMHAKO NaHHBIN BUI
Tepanuu TpeOyeT aJbHEeHIIINX UCCISTOBAHMIA.

KumroueBbie ciioBa: 6ose3Hb Panmto—Ocnepa—Bebepa, HacaencTBeHHast reMopparnyeckast TeJleaHrMaKTa3us, Majlb(opMmaluu, TpaHchopMUpyro-
wuii pakTop pocTa, TpaHEKCaMOBasi KUCI0Ta, OeBaliu3ymao.

KondamkT uarepecoB. KoHMOIMKT MHTEpECOB aBTOpaMU He 3asiBJICH.

®unancuposanne. CrioHCOpCKast MOANEPKKA UCCIeTOBaHMSI OTCYTCTBOBANIA.

DTHyeckas 3KcnepTu3a. B onmrcaHHOM KJIMHUYECKOM HaOTIOACHUH UCIIOIb30BaHbl TaHHBIE TTAIIMEHTa B COOTBETCTBUM C MOAMMCAHHBIM T00PO-
BOJIbHBIM MH(OPMUPOBAHHBIM COTJIACUEM.
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Abstract

Hereditary hemorrhagic telangiectasia (HHT) is a rare autosomal-dominantly inherited disease characterized by various vascular defects, including
nosebleeds, dilation of blood vessels (telangiectasias), and arteriovenous malformations (AVMs) in the lungs and other internal organs. Pulmonary
AVMs are observed in 15 — 50% of patients with HHT. The disease manifests in childhood, with the severity of clinical manifestations increasing
throughout the patient’s life. The eponymous name of Randu — Osler — Weber disease comes from the surnames of the physicians who first described
it in the mid-19™ century. Despite some progress in understanding its etiology and pathogenesis, treatment tactics remains incomplete. The aim of
this review is to systematize information on the etiology, diagnosis, and treatment of HHT. This review presents the current status of the problem,
lists the main diagnostic tests and the principles of pharmacological and surgical treatment. Conclusion. The polyorganic lesions in HHT require an
interdisciplinary approach to the management of these patients both in childhood and in adulthood. With the discovery of the genetic basis of the
disease, pathogenetic therapy with humanized monoclonal antibodies seems promising. However, this therapy requires further research.

Key words: Randu — Osler — Weber disease, hereditary hemorrhagic teleangectasia, malformations, transforming growth factor, tranexamic acid,
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Bonesnb Pannio—Ocnepa—Bebepa (BPOB), Takxke u3-
BECTHasl KaK HacJIeACTBEHHAsl reMopparnyeckas TejaeaH-
ruakrTaszus (HI'T), saBasercs ayTocOMHO-TOMUHAHTHBIM
3ab00jieBaHUEM C (PEHOTUTTMICCKUMU TIPOSIBICHUSIMU,
KOTOpPBIE BKJIIOUAIOT B c€0s TeJIeaHIMAKTa3u1 Ha KOXe
U causucThix obosnoukax (CO), a TakxKe JeroyHble, CIMH-
HOMO3TOBBIE, TIEYEHOYHbIE U APYTUE BUCLIEPATIbHBIE ap-
TepHOBEHO3HBIE MaTbhopMaruu (ABM).

Llenbio naHHOTO 0030pa SIBASIETCS] CUCTeMaTHU3as
CBeJeHUI 00 3TUONOrMU, nuarHoctuke u jeuenun HI'T.
B crathe TipecTaBIcHBI COBPEMEHHOE COCTOSTHHE TIPO-
0J1eMbI, OCHOBHBIC TMAaTHOCTUYECKNE MCCACIOBaHUS
U IPUHIMITBI MEAUKAMEHTO3HOTO U XUPYPrUUECKOTro
JICYEHMUSI.

UcTopus

Cunapowm, onucannblii Panmio (ITapuk, 1896), Ociepom
(banmtumop, 1901) u Bebepom (Jlormon, 1907), mipex-
CTaBJIsIeT cO0O0Il ceMelHbIe cllydyand peluIuBUPYIOLINX
HocoBbIX KpoBoTeueHuit (HK) u Tenanrnakrasuii Ha Koxke
Juua, 66Ut nepeuMeHoBaH XeitHcoMm (1909) B HI'T. Cu-
HOHUMEI 3a00JIeBaHUS — TeMOPPaTUIECKUIT CeMEITHBIN
AHTMOMATO3, CeMeltHasi reMopparnyeckas TeJIeaHTMIKTa-
3Usl, TeHepaJU30BaHHbII aHTHOMaTO3 U Ap. OOLIenpuHS -
TOM KytaccuduKaly HacJleICTBEHHOM TeJIeaHTUAKTa3uN
IO HACTOSIIIIETO BPeMEHHM HET.

Anuaemunonorus

HI'T npencraBnsieT coboit peaKoe HacIeACTBEHHOE COCY-
JMCTOE 3a00JIeBaHKE, YACTOTa KOTOPOTO COCTABIISIET OKO-
Jo 1 coyyast Ha 5 000—10 000 Hacenenus [1, 2]. bone3Hb
BCTPEYAETCST BO BCEX PACOBBIX M STHUUECKUX TPYIITax
U C OJMHAKOBOI YaCTOTOM MOPAKAET KaK MYXKUMH, TaK
1 XKEHIIWH.

JTHonorua n natoreHes

OcHoBy ¢opmuposanust HI'T cocrtaBnsiior Mmyranun
B CUTHAJIbHOM TyTH TpaHC(HOpMUpPYIOLLIEro akTopa po-

cra (TGF-B), koTophblii KOHTPOJUPYET Mpoaudepanmio,
nudbepeHIIMPOBKY U anornTo3 KieTok. B ciayyae myrauuit
HapyIIAIOTCS PEeTYISINU M aHOMAJIbHBIN aHTHoreHe3 [3].
B Hacrosiee BpeMst NI3BECTHBI ¥ XOPOIIIO U3YYEHBI 3 OC-
HOBHbIE MYTallMM, Kaxaasi CO CBOUM Celu(bUIeCKUM
denotumnom (puc. 1). Ilepsoiit BapuaHT (1-1 TUM Hacen-
cTBeHHOI TesteanTuakTasuu (HI'T-1)) cBsi3an ¢ myTaimeii
reHa sHgommHA (ENG) — 4eI0Be4eCKOro IBYXMEPHOTO
MeMOpaHHOI'0 MIMKOMPOTEMHA, KOTOPbI SKCIpeccu-
pyeTcsl Ha HAOTENIMAbHBIX KJIETKaX COCYIOB U UMEET
TeHIEHLUIO K (hbopMUPOBaHUIO OoJibIIOro yKncia ABM
JIETKMX U IIeHTpajbHOU HepBHOM cuctembl (LITHC) [4,
5]. Myrauus rena ACVRL 1, xapakTepHasi IJisi BTOPOTO
BapuaHTa HacleACTBeHHOM TeseaHruskraszuu (HI'T-2),
KakK TIpaBujIo, IpuBoaAuT K popMupoBaHuio ABM rmeue-
HU [6]. O0a BapraHTa TOPOBHY 00YCIIOBIMBAIOT HAMOOIIb-
ee uuncio ciaydaeB 3aboneBanust HI'T. Tpetuii peHoTun
MyTanuu reHa SMAD4 obHapyXuBaeTcsl y MalieHTOB
¢ HI'T c gacroroii < 1—2 % u nipecraBiisieT coO0i coue-
TaHKE IOBEHWJIHLHOTO TTOJIMII03a, OOBIYHO TOJICTOM KUIITKH,
u knaccuueckuii Bapuant HI'T [7].

ITo nanHbIM UTEpaTyphl, B 2013 T. BhISIBICHA MyTa-
st reHa GDF2, Komupyroliero MophoreHeTHIeCcKuii oe-
n0k-9 (BMP9), murann cemetictBa TGF-f3 [9]. Myramuu
B GDF2, supornune, ACVRLI wniu MADH4, xonupyio-
wuit reH SMAD4, IpuBOAAT K HAPYLIEHUIO PETYIsSIUU
KJIETOK, CTPYKTYPHBI SJIACTUICCKOTO M MBILIIETHOTO CIIOS
COCYIIOB M aHOMaJIbHOMY aHTHOTeHe3y. ['eHeTnueckme
nedeKThl TPUBOASIT K MHOXKECTBEHHBIM BacKYJIOMATUSIM,
0COOEHHO KaNUJUISIPHBIX COCYIOB U COCYIOB MapeHX1uMa-
TO3HBIX OpTaHOB. Upe3MepHass paHUMOCTb COCYIMCTOM
CTEHKW, TTOBBIIIEHNE (PMOPUHOIUTUUECKON aKTUBHOCTH
KPOBU MPUBOJSIT K KPOBOTOUMBOCTHU U3 MATOJOTUYE-
CKMX COCYIOB (aHEBpPU3M, TEJI€AHTUAKTA3UI, apTepUO-
BEHO3HBIX IITYHTOB), 00pa30BaHNE KOTOPHIX BO3MOXHO
Ha TIPOTSDKEHUU BCel XXM3HU 00J1bHOTO. [1pu rucroio-
TMYECKOM UCCIeA0BaHUU OOHAPYKUBAETCS HETPaBUIIb-
HOW (hopMBbI CUHYCOOOpa3HbIe PACIIUPEHUST COCYAOB,
WCTOHYCHHBIC CTCHKN KOTOPBIX 00pa30BaHBI SHIOTE-
JIMaJbHBIMU KJETKAMU U PBIXJION COCTMHUTEIBHOU
TKaHblo [10].
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Puc. 1. Mytauuu, npuBosiiue K pa3BUTHIO HACIEACTBEHHOM reMOpparnyecKoi TeIeaHrnaKTa3nu [8§]

Figure 1. Mutations leading to the development of hereditary hemorrhagic telangiectasia [8]
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B Hacrosiiiee BpeMsi B 3aBUCMMOCTU OT MYyTalluu
BBIIESIOTCSI MHOXECTBO MOJIEKYISIPHO-TE€HETUYECKUX
BapuaHTOB 3a0osieBaHus1. B 6a3e nanuwix ARUP (http://
arup.utah.edu/database/hht/) 3aperucTpupoOBaHO OKOJIO
550 paznuuHbIX matoreHHbIX MyTauuit ACVRL I v 490 na-
TOreHHbIX MyTauuii ENG [11].

KnuHuyeckas kapTuHa

HecMmoTtps Ha TOT (pakT, yTO 3a00JIeBaHEe HAUMHAET Ma-
HUDECTUPOBATH B JIFOOOM BO3pacTe, OCHOBHBIC KJIMHNYC-
CKUeE TIPOSBICHUS HAOIIOAAIOTCS TTO3IHEE.

Hocoevte kposomeuenua. HK aBasiiorcsa Hanbosee
pacnpocTpaHeHHBIM MPOsIBIeHWEM 3a00J1eBaHsI U O0HA-
pyxuBaiorcs y 95 % nauuenrton. HK yaiie Bcero HocsT
PeUMANBUPYIOIINI XapaKTep, BOSHUKAIOT CIIOHTAH-
HO U MOTYT MPUBOAUTH K XPOHUYECKON aHEMUU, TIPU
5TOM HEM30€XHO YXyIIIaeTCs KaueCTBO KU3HU Maly-
eHToB [12]. Pemunusupytomme HK sBnsitorcst pacrpo-
CTpaHEHHBIM cUMIITOMOM Yy B3pocibix ¢ HI'T, y gereit
OoHU Bo3HUKaIOT pexe [13]. KpoBoTteueHue, cBsI3aHHOE
¢ HI'T, otnnyaeTrcst oT 106pOKauYe€CTBEHHOIO J€TCKOIO
HK TeMm, 94TO ero MCTOYHUKOM SIBISIIOTCS Ha3aJbHBIC
TeJIeaHTUAKTA3U1, KOTOPbIE MOP(MOIOTUYECKH OTANYA-
I0TCSI OT YITMHEHHBIX TTOBEPXHOCTHBIX COCYIOB, KOTOPbIE
00BbIYHO MOXXHO 00HapyxkuTh y aeteit ¢ HK. ITo naHHbIM
Folz B.J. et al., y neteii peunnuBupytomee HK kak cum-
IITOM OoTMedaJsics He 6osee yem B 40 % ciydaes, Torma
kak y 30 % 6onpHbix HI'T nnpopmaunst o HK He npen-
craBiieHa [14].

Teaeaneusxmasuu. I1aTOTHOMOHUYHBIM TTPU3HAKOM
MNPUHSITO CUUTATh MHOTOYMCIeHHbIe Mejkue ABM —
TeJIeaHTMAKTa3Uu, KOTOPbIE Yallle BCero JOKaJIU3yloT-
cs Ha Koxke 1 CO B BUIE «TayTMHOK» UJIN «COCYAUCTBIX
3BE3I0YEK» OT SIPKO-KPACHOTO 0 TeMHO-(HOIETOBOTO
1Beta. Pazmep TUIMMUYHOI TeJleaHTUIKTa3UU COCTABIISI-
eT < 5 MM, TIpu HagaBiuBaHuu OjeaHeeT. Ha nuie Te-
JIGAHTMAKTAa3UH JIOKAJTU3YIOTCSI B TIEpUOPaAIILHOI 30HE,
TIepUOPONTAIFHO W Ha KPacHOU KaiiMe Ty0; IIpH OCMO-
Tpe MOJIOCTU pPTa HaubOoJiee YacTO MOXHO OOHAPYXKUTH
MHOKECTBO MEJIKMX TejieaHTuakTa3uii Ha CO u iecHax.
Ha xoHeuHoCTSIX GoJIbIlIee KOJIMYEeCTBO TeJIeaHTUAKTa3 Ui
OTMeYaeTCsT Ha aKpaJIbHBIX yJacTKaX — KUCTSIX 1 CTOTIaX.
st HUX XapakTepHa CHMMETPUIHOCTH BBICHITIaHUM. Te-
JneaHTuaKTa3un Koxxu 1 CO MosocTu pTa BCTpeuaroTcs
y 20—30 % manueHToB [14]. OTMeUYeHO, YTO U3MEHEHHUS
Ha KOXe pa3BUBAIOTCS HECKOJIBKO IT03Ke, YeM Ha CITU3U-
croit mojoctu Hoca [ 15, 16]. Camoe paHHee Hayaio TeJe-
AHTH2KTa3Uii ONMCaHO Y MaJIEeHbKOI JEBOUKM B BO3pacTe
1 ropa [17]. Bo3HUKHOBEHUE TeJleaHTUIKTa3Uli B CTOJIb
paHHEM BO3pacTe MOXKHO pacCMaTpUBaTh KaK JTOBOJIBHO
penKoe SIBICHUE.

[Tpu BoBJIEUEHUH B MATOJOTMYECKUIA MPOLIECC BHYT-
penHux opranoB u [ITHC BPOB moxet mpotekath 6ec-
CHUMIITOMHO J0 MOSIBJICHUS MEPBBIX OCIOXHEeHMWI. Ya-
CTOTa TTOpaXXeHUsI BHYTPEHHUX OPTaHOB YBEJIMINBACTCS
C BO3PACTOM.

Ilepebpaavnvie apmepuosenosnvie maavbhopmayuu.
ITo marnuwbM T. Morgan et al. moxa3zaxo, uto ABM IHTHC
SIBJISIOTCSI HanOoJiee YacTO OMMCHIBAEMBIMU COCYIM-
CTBIMU TIOPAXEHUSIMU Y AeTeil u moapocTkoB ¢ HI'T

U B clyyae pa3BUTUSI BHYTPUUEPETTHOIO KPOBOU3IMSI -
HUS SIBISIOTCS OCHOBHOW MPUYMHOW CMEPTU Yy NETEU
¢ HI'T. B ciyyae nojloXKUTENbHOIO UCX0Oa B TEUEHUE
NAJIbHEWIIEW XXU3HU TaKWUE NETU CTPAAAIOT OT 3HAYU-
TEeJIbHBIX HEBPOJIOTMYECKUX HapylieHuit [18]. B cBs3u
C OTUM TIPOTHOCTUYECKHU 3HAYUMO MPOBEAEHUE CKPU-
HUHTA TOJIOBHOTO MO3Ta Y KaXXI0ro MJaJeHIa, POINB-
merocs y poguteneit ¢ HI'T. Kmaccuueckne ABM ro-
JIOBHOI'O MO3ra, TaKXKe U3BECTHbIE KaK nuajabHbie ABM,
MPEeACTaBISIOT COO0I aHOMaJIbHbIE COEIMHEHUST MEXITY
MMAaTbHBIMU apTepUsIMUA M BeHaMM C 09aroM, pacro-
JIOXXEHHBIM B caMOM IMapeHXMMe MO3Ta, YTO IMMPUBOIUT
K Pa3BUTUIO apTEPUOBEHO3HOTO IityHTa. [IpumepHo 2 %
nepedbpanbHbix ABM cBs3anbl ¢ HI'T, npu aToMm 1ie-
pebpanbabie ABM ormeuatorest y 5—10 % mauueHTOB
¢ HI'T [19]. Takxe crenucbuIecKUMH IIpU3HAKaAMU
ABM y nmauuenToB ¢ HI'T gaBasiioTcsd KopTUKaAbHOE
pacmooXeHUe U MHOXECTBEHHOCTb (puc. 2).
Cumnromamu ABM ITHC MoryT ObITH TOJTOBHBIE
001, yMEpPEHHBI HEBPOJIOTMYECKUI Te(PULIUT, CYIOPO-
I'M, FTeMUIIape3, TeMUaHOTICUS, MO3KEUKOBbIE CUMITTOMBI,

Puc. 2. MarHuTHO-pe30HaHCHAasi TOMOTpaMMa TOJIOBHOTO Mo3ra: A —
B CAarUTTAJIbHON TMPOEKUMU C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM
(ovyarn ycujeHWsl CUTHala B 3alHENl TEeMEHHON U JIOOHBIX NOJISIX);
B aKcHaibHOI npoekiuu 10 (B) u nocie (C) BHyTpUBEHHOTO KOHTpa-
CTUPOBaHMsI. APTEPUOBEHO3HbIE Mab(OpMalUy B MPaBOil JTOOHOI
nose [8]

Figure 2. Magnetic resonance imaging of the brain: A — sagittal view
with intravenous contrast enhancement (foci of signal amplification in
the posterior parietal and frontal lobes); axial view before (B) and after
(C) intravenous contrast. Arteriovenous malformations in the right
frontal lobe [8]
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CMAaCTUYHOCTh U AUC(HYHKIIMS MOYEBOTo Mmy3bips [18].
OmIHAKO HEBPOJIIOTMUYECKIE CUMITTOMBI TAKKE MOTYT OBITh
BbI3BaHbI MapagoKcaibHbIMU d3M0O0JaMu oT ABM Jner-
kux [20]. st oToOpakeHust BHYTpEHHEM aHTMOapXUTEK -
TYPbI TOPAXKEHUSI «30JI0TbIM CTAHIAPTOM» TMArHOCTUKU
ABM 6yarogapsi cBoeMy BBICOKOMY pa3pellieHUI0 U BbI-
COKOIf 9acTOTe KaIpoB OCTaeTCsT I poBast CyOTpaKII-
oHHag aHruorpacdus [21]. CrimHanbHble ABM sgBnsiioTcst
HauOoJiee peIKUMU KIMHUYeCKUMU TiposiBaeHusiMu HI'T,
HO Yy HEKOTOPBIX JETei TaKKe MOTYT OBITh ITEPBBIM ITPO-
gaBJIeHNEM 3a0oJieBaHud [22].

2022 .

Ha 2-m mecTe no pacnpocTpaHeHHOCTH OCTalOTCS CO-
CYIUCTBIE TOPOKU Pa3BUTHS JETKUX. Y 15—50 % GObHBIX
npu HI'T-1 naubonee yacTto HaOJIIOIAIOTCS JIETOYHbBIE
ABM, B TO BpeMsI KaK HaJlnyre apTepUOBEHO3HBIX LIIYH-
TOB B Jierkux B 80—90 % citydyaeB sIBIII€TCSI TIPOSIBIIEHUEM
BPOB [23]. KnuHuuyeckue npru3HaKu 0ObIYHO MOSIBIISTIOT-
cs B O6osiee cTapireM Bospacte (1rtocie 40 neT), B IeTCTBE
KJIMHUYECKUE MPOSIBIEHUSI OTMEYAIOTCSI TOJIbKO y 15 %
nauueHToB [24]. B 11e10M BhIpa)keHHOCTh KITMHUYECKOM
CHUMITTOMATHKH HAITPSIMYIO 3aBUCUT OT BEJIMIUHBI apTEPUO-
BEHO3HOTO 11yHTa [25]. Y 60 % manueHTOB COCYIUCThIC

2022r.
KT + anrnorpadmus

Puc. 3. KommbioTepHasi ToMOrpaMMa OpraHOB IPYIHOI MTOJIOCTU C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM TMAIIMEHTa C HACIEACTBEHHOI reMoppa-
ruyeckoi resieaHruskTasueit. Hannuume aprepmoBeHo3HbIX WyHTOB B S I, VI ciieBa u S VII cripaBa (13 apxuBa oTe/1a XpOHUYECKUX BOCTIAIUTE b-
HBIX U aJJIeprudeckux 3a0oseBaHuii erkux O60co0IeHHOTO CTPYKTYPHOTO TofpasnieneHus «HayuHo-uccnenoBarenbCcKuii KTMHUIECKUI UH-
CTUTYT MEAMATPUU U JACTCKOM Xupypruu uMeHu akagaemuka tO.E.Benptuiesa» MenepaibHOro rocyiapcTBEHHOIO aBTOHOMHOTO 00pa3oBaTe/ib-
HOTO0 yYpeXIEHHs BbICIIET0 00pa3oBaHusl «POCCUICKUIT HALIMOHAIbHBIN MCCIIE0BATENbCKUIA MEAMUIMHCKUI yHUBepcuTeT uMeHu H. . TTuporosa»
MuHucTepcTBa 3apaBooxpaHeHust Poccuiickoit @eneparu, Mocksa)

Figure 3. Computed tomography of the chest organs with intravenous contrast in a patient with hereditary hemorrhagic telangiectasia. The presence
of arteriovenous shunts in S I, VI on the left and S VII on the right. (From the archive of the Department of Chronic Inflammatory and Allergic
Lung Diseases, Veltischev Research and Clinical Institute for Pediatrics and Pediatric Surgery of the Pirogov Russian National Research Medical
University, Moscow)
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MaJibhopMallMy MPOTEeKaloT 6€CCUMNTOMHO HA MOMEHT
IMOCTAaHOBKY JuarHo3a [26], ogHakKo OHU MOTYT OBITh
MMPUYMHON cOpoca KpOBHU CIIpaBa HajJleBO, a HanboJee
pacIpoCcTpaHEHHBIMUA CUMIITOMAMMU SIBJISTFOTCST OJIBITITKA
npu (hr3UYecKoil Harpy3Ke, 1MaHO3, pexe — napaaok-
caJIbHbIe 3MOOJIbI, KPOBOXapKaHbe, TeMOTOPAKC, MUTPEHb,
abclIecc TOJI0BHOTO MO3Ta, CYIOPOTH U CepaeyHast Hello-
cTaTo9HOCTD. Jlerounsie ABM OOBIYHO MMEIOT MHOXE-
CTBEHHBII XapaKkTep pacnpocTpaHeHus (B cpeaHeM — 3)
Y TIPEUMYIIECTBEHHO MOpaXkaloT HXKHUE JTOJIN JIETKUX
(puc. 3) [27]. Ocoboe BHUMaHUE yaesIeTcs OepeMeH-
HOCTH, BO BpeMsI KOTOPOM yBeIMUYEeHNE 00beMa KPOBU
U CEpIeUHOro BIOpOCca MOXET MPUBECTU K pocTy ABM,
yBeJIMUMBasl pUCK paspbiBa U reMotopakca [28]. OcHoB-
Hasl pojb B nuarHoctTuke ABM B JierKuX NpUHAIIEKUT
AHTUOITYJIbMOHOTpauu.

OpraHoM OpIOIIHOI MOJOCTH, HauOOoJIee YacTo ropa-
>xaembIM Tipu HI'T, siBsieTcst meyeHb, XOTSI MOTYT OBITh
3aTPOHYTHI I MHOTHE APYTUe OpTraHbl — TOJCTask KHII-
Ka, TOIKeTyIoYHasl XKee3a, TOHKasl KUIITKa, cee3eHKa
u xenynok [29]. IleyeHouHO-cocynucThIe Madbdopma-
LIMU OOBIYHO MPOTEKAIOT OECCUMIITOMHO U BCTpEYaloT-
cay > 30 % naumnenTos ¢ HI'T [30]. ITeuenounsie ABM
B 2—4,5 paza yale HabOII0IA0TCs Y XKEHIIWH T10 CpaB-
HEHUIO C MY>KUYMHAMU, a UX KOJIMUYECTBO YBEJIUUUBACTCS
¢ Bo3pacTtom [31, 32]. ITo jaHHBIM OAHOTO U3 UCCIIEA0BA-
HUI yCTAaHOBJIEHO, YTO ITOPaKeHNE TTIeYeHU BU3YaIU3HUPY-
erca y 74 % maiueHToB, HO TOJBKO y 8 % OHO SABJIsAeTCA
CUMITTOMATUYECKU 3HaYMMbIM. OTHAKO IO TaHHBIM JIU-
TepaTyphl B IETCKOM MPaKTUKE COOOIIEHUI O COCYTUCTHIX
IMOpOKax MedYeH! He oOHapy:XeHo. MabhopMauu 1e-
YEHM MOTYT HE TOJIBKO Pa3IndyaThCs 10 pa3Mepy — OT Ma-
JICHBbKUX TeJ€aHTUIKTA3UI 10 OOJbIINX apTePUOBEHO3-
HBIX (PUCTYA, MPUBOASIIIUX K AU(pHYy3HOMY MOpaKeHUIO
TIeYeHU, HO 1 BBI3BIBATh CEPhE3HBIC OCITOXKHEHUS, TAKNE
KaK cepaedyHasi HeMOCTaTOYHOCTD, TTOpTajibHas TUIIep-
TEH3UsI, MOPTOCUCTeMHasl HIedanonaTus, 3a001eBaHUsS
SKETUYEBBIBOISIINX ITyTei (CTPUKTYPHI XKETIEBBIBOISIIIINX
IMyTei, pacIIMpeHNe KeTICBBIBOMASIINX MMyTEil, KUCTHI
JKEJTIHBIX ITyTe, X0JIeCTa3, XOJIaHTUT M HEKPO3 KEITIHBIX
npoTokoB) [33]. TouHblif AUArHO3 YCTaHABIMBAETCS TIPU
HEWHBA3WBHOU OLICHKE BBISIBJICHHBIX MaJbhopManuit
C TIOMOIIBIO YIBTPa3BYKOBOTO UCCIICIOBAHUS U KOMITBIO-
TepHOI ToMorpaduu OPIOLIHOM TTOJIOCTH.

ITo naHHBIM 3HIOCKOIMYECKUX HcciaeaoBanuii y 80 %
naureHToB ¢ HI'T Takke oOHapyXuBalOTCS TeJ€aHTU-
5KTa3uU B XenyaouHo-kuiedHoM Tpakte (KKT). [Tpu
OONMBIIMHCTBE cocynucThix Majbdopmaunii KKT neue-
HUST He TpedyeTcs, MOCKOJBKY TONBKO Yy 20 % BO3HUKAIOT
KeTyIOYHO-KHUIlIeYHble KpoBoTeueHus [34]. KpoBoTeue-
Hue u3 KKT nepuoanueckoro xapakrepa pa3BUBaeTCs
00b14HO B Bozpacte 50—60 jer. TskecTh yBeIMInBaeTCst
C BO3PAaCTOM U MOXET IMPUBECTHU K TSIXKEJ0N aHEMUU U He-
00XoAUMOCTHU TiepeuBaHus KposH [35]. ZKenynouyHo-Ku-
IIeYHBIC COCYIUCThIC MaTb(hOPMAIIM MOTYT BO3HUKATh
B BepxHUX U HIxKHMX oTnesiax KKT, npu aTtom HauboJiee
pacnpocTpaHeHHBIM MECTOM M UICTOYHMKOM KPOBOTEUEe-
HUI 9BJISIeTCSI TOHKast KuiKa [36]. CMepTreibHbIE Xey-
JTOYHO-KUIIIEUHBIE KPOBOTCUCHMST OOBIYHO TTPOUCXOIST
B racTpoayoneHanbHoit obaactu [30]. DHmocKomuUs, Kak
MPABUJIO, SIBJISIETCS IPOLEAYPOU TIEPBOM JIMHUM IS TU-

ArHOCTUKU U JICYEHUST KPOBOTEUEHU I U3 BEPXHUX OTHEIIOB
KKT. KpoBoteueHust uz HxkHux otaenon 2KKT MoxHO
JIMATHOCTUPOBATH U JICYUTH C TOMOILbIO KOJIOHOCKOIUU.
W3 peHTreHON0rnYecKnx METONO0B LIS TUarHOCTUKU aK-
TUBHO UCMOJb3YIOTCSI MHOTO(hAa3Hast KOMITbIOTEPHASI TO-
Morpadusi 1 aHruorpadus.

[AnarHocTtuka

YuuThiBas penkocTb 3a00JIeBaHUS U €r0 CKPbITOE Teue-
Hue, 3amono3puth bPOB B03MOXXHO TOIBKO IIpU Mpa-
BUJIBHOM OLIEHKE Xayjo0 00JbHOIro, JaHHBIX OCMOTpa
U ceMeifHoro aHaMHe3a. ['eHeTuuecKure MeToabl TMarHo-
CTUKM SIBJISTIOTCSI BAXKHBIMU JIJ1S1 YCTAHOBJIEHUST IMATHO3a;
MYTaluu TeHOB BhIsIBIsIIOTCS B 90 % citydaes [37]. OnHako
IUTST KITUHAYECKOU TMAarHOCTUKHY IO HACTOSIIIIETO BPEMEHU

ocTaroTcs akTyalbHbIMU Kputepuu Curasao (1999):

s peuuauBupytolre cnontaHHeie HK;

* MHOXECTBCHHBIC TeJIcaHTUAIKTa3uM Ha Koxke 1 CO;

* apTepHUOBEHO3HBbIE aHEBPU3MbBI BHYTPEHHUX OpTa-
HOB (JIETKUX, TOJIOBHOT'O M CITMHHOI'O MO3Ta, MeYeH!,
XKKT);

* CeMelHBIN xapakTep 3a00JieBaHNS (HATUINUE POICT-
BEHHMKA TIEPBOl IMHUU POICTBA, COOTBETCTBYIOIIETO
MEPBBIM 3 KPUTEPUSIM).

JrarHo3 cuMtaeTcst yCTaHOBJIEHHBIM, €CJIU Y TTAllMeHTa
MTOATBEPKAAIOTCS 3 WU 4 KPUTEPUST, BO3MOXKHBIM — IIPH
HaJIMYUM 2 KPUTEPHUEB, COMHUTEIBHBIM — < 2 KPUTEPHUEB
(o Morphet J.A., 2006 [38]).

Ipu nono3penuu Ha HI'T onpenensiercsd ypoBeHb
reMorao0mHa 1 (peppuTHA KpoBU. JIJIs BEISIBICHUS Ha-
JIMYYSI BUCLIEPATbHBIX TTOPAKEHUI TTOKAa3aHO TTPOBEICHIE
MarHMTHO-PE30HAHCHOM aHTMorpaduy roToBHOIO MO3ra,
axoKapauorpaduun, KOMIblOTEpHOI ToMorpaduu u Mar-
HUTHO-PE30HAHCHOI ToMOorpadur rpyIHOMI U OPIOITHOMN
MOJIOCTEN ¢ KOHTPACTUPOBaHUEM TSl ucKmoueHuss ABM
B [€YEHU U JIETKUX.

ITpu nokanuzauuu COCyauCTbIX UBMEHEHUN B JIETKUX
3a00JieBaHKe TIPUXOOUTCS TUPdepeHIIMPOBaTh C HOBO-
00pa3oBaHUSIMU, TYOEPKYJIEMOMi, JIETOUHBIMU KUCTAMMU,
CapKOMI030M, FeMocuaepo3oM. B oTeuecTBeHHOI irTe-
paType UMEIOTCsI UL AMHUYHbBIE OTTMCAHUSI MTOPaXKeH s
JIETKUX Y JeTei ¢ TaHHBIM CUHIPOMOM.

JlobpokauectBeHHast HI'T u nerckasi reMmopparuue-
cKasl aHTMOAMCIIIa3Usl SIBJISIIOTCS HauboJiee BaKHBIMU
nuddepeHuranbHbiMu nuarHo3amu HI'T B neTckom Bo3-
pacrte. Yetkoe pazianuue Mexy noopokadyectseHHoH HI'T
u HI'T MoXxHO HaliTU NIpU J€TaTbHOM aHAIN3€ UCTOPUU
6one3Hu. B To BpeMs kak TesneaHruskrazuu npu HI'T
MPOTPECCUPYIOT ¢ Bo3pacToM [39], cocynucThie mopaxe-
HUS IIPY HACJICICTBEHHOM JOOPOKAUYeCTBEHHOI TeJIcaHTH-
9KTa3muu ¢ Bo3pactoM ucuesarot [40]. M. Urushihara et al.
MPUBOAUTCS KIMHUYECKOE HAOJI0NeHYE 32 MIaleHLIeM
JKEHCKOTO 10JIa ¢ MHOXXECTBEHHBIMU KPYITHBIMU TOpa-
JKEHUSMU COCYI0B KOXU 1 MHOKECTBEHHBIMU TEJICAHTH -
sktasusmu Ha CO XKKT u ceTuarke nmpaBoro ria3a [41],
y KOTOPOTO YCTaHOBJICH JAMAarHo3 JAeTcKasi reMopparu-
yeckasli aHrMOJMCIIIa3Msl, OMHAKO MPU CKPUHUHTOBBIX
00C/IeI0BaHMSIX IPYTUX MIOPOKOB Pa3BUTHS BHYTPEHHUX
COCYJIOB HE BBISIBJICHO, 4 CEMEMHbII aHaMHe3 ObLI OTPU-
LIaTeJbHBIM.
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IleyeHune u nporHos

CoryracHO MEeXIYHapOTHBIM peKoMeHaanusM (Second
International Guidelines for the Diagnosis and Management
of Hereditary Hemorrhagic Telangiectasia), nepecMOTpeH-
HBIMU U onyosirKoBaHHbIMU B 2020 ., OCHOBY Tepanuu
HI'T cocraBnsior:

* KOHTPOJIb HaJl MECTHBIMU ¥ OOIITUMU CUMIITOMAMU;

* MPEedoTBpAllleHUE OCIOXHEHU, CBSI3aHHBIX C HAJIU-
yrieM ABM B pa3inuHbIX OpraHax;

* IIPedIToYTeHHUE OTIACTCS XUPYPrUIeCKOMY JICUCHHIO,
B T. 4. MAJIONHBA3MBHOMY;

* IIpU JICUCHUHU TpeOyeTCcs MEKINUCIUIUTMHAPHBIN MO -
XOJI C TIPUBJIEYEHUEM remMaTojIora, OTOPUHOJAPUHTO-
JIora, XMpypra, HeBpoJjora, Heiipoxupypra, Kapamo-
JIora, TeHeTHKA.

BceM maieHTaM rmokasaH oXpaHUTEbHBIN pexXuM —
OorpaHUYEHME BO3MOXHOCTH TTOJIy4YEeHUS] MEXaHUIEeCKUX
TpaBM. I yIydIIeHUsT KauecTBa KU3HU BaXKHBI KOPPEK-
LIWST aHEMWU U AeuimTa Xeje3a, a Takxke COOTI0neHIE
JIVETBl C UCKIIIOYEHNUEM MPOAYKTOB, CONEPXKALLINX CAI-
HuaaThl (MPSIHOCTU, IIOKOJIaMd, Kode, KpacHOe BUHO),
€CTeCTBEHHBIC aHTHATPETAHTHI (MMOMPh, YeCHOK, XKeHb-
IIIeHb) 1 BBICOKME KOHIIEHTPALIMN OMera-3 XXUPHBIX K1C-
JIOT (JIOCOCEBBIE COpTa PHIOKI), MPOTHUBOIIOKA3aH MpHUEM
HECTePOMIHBIX MPOTUBOBOCTIAJIUTEIBHBIX CPeACTB. Takue
OOJIBHBIC TOJIKHBI HAXOAUTCS IO TTOCTOSTHHBIM Ha0JTIO-
TIEHUEM.

IIporHo3 3ab0jeBaHUsT CEPbE3HBIN U OTpeaeIsieTCs
pacIpoCTpaHEHHOCThIO U BBIPAXKEHHOCTHIO TIpoliecca.
Hust octaHoBkM peunauBupyommux HK, o6biuHO nomu-
HUPYIOIINX B KIMHUYIECKOM KapTUHE 3a00J1eBaHUS U CY-
IIECTBEHHO CHMXXAIOIIMX KaYeCTBO XXU3HU MAlleHTOB,
IITUPOKO MTPUMEHSTIOTCS TPAIUIIMOHHBIE METOIbI OCTAHOB-
K1 KPOBOTEUCHMIT (MECTHBIC TeMOCTAaTHUECKIE CPEICTBA,
TaMIIOHAJa HOCAa reMOCTaTUYeCKOM IryOKoii 1 OpollIeHUe
CO x0100HBIM PACTBOPOM aMUHOKAITPOHOBOM KUCJIOTHI),
JIyOpUKaHTHI ((PU3MOJOTUIECKHIT paCTBOP, Ma3u C aHTHU-
OakTepua bHBIMU IIperapaTamMiu), Ma3u / KpeMbI C TOp-
MOHaJIbHBIMHU TIpernapaTamMu, aHTU(PUOPUHOIUTHICCKIE
npenaparsl [42].

IMpu 3HAYMTENBHBIX KPOBOTEUEHUSIX Ha3HAYAIOTCS
sTaM3wiIaT (IMIIMHOH) BHYTPh WJIM BHYTPUBEHHO. Tak-
Ke IIUPOKO MPUMEHSIIOTCS aHTU(PUOPUHOINTUIECKUE
npenapaTbl (MECTHO, BHYTPb U MapeHTepaabHO), MPU
00s13aTeJIbHOM yUeTe, B YaCTHOCTU, (DaKTa MOBBIIICHUS
(GUOPUHOIUTUUECKON aKTUBHOCTH B MECTax TeJICaHTH -
sKTa3uii [43—45]. Emie onuH crmocob JieueHus KU3HEyT-
poxatomux HK y 6onbHbix HI'T — cenTonepMoruiacTuka
CJIM3UCTOM TIEPErOPOIKU HOCA, KOTOPAsh TAKKE MOXET
OBITh MCTIOIb30BaHa B ciaydasx HK ¢ HemocTaTouHBIM
VIY4IIEeHUEM TT0CIe MECTHOTO TPUMEHEHMST YBIIAXKHSI0-
1Iel Tepanuu, abaallMOHHbIX MPOLETYp 1 / WY BBEIEHMS
TpaHEKCaMOBO#l KUCJIOTHI [46, 47].

CoBpeMeHHBIE TEHICHIINN B TepaITi OPUCHTUPOBAHEI
Ha CO3IaHNe MaTOTeHETUYECKOM Tepalii M KOPPEKIIUIO
aHruoreHesa. [ JOCTUXKEeHUS 3TOM 1LIeIM B HacTosIIIIee
BpeMsT aKTUBHO pa3pabaThIBAlOTCS pa3TMIHbIE CTPATETUN
teparuu. OTHOM U3 HUX SBJISIETCS IpUMEHEHNE aHTUAH-
TMOTEHHBIX IIPeTrapaToB, MCITOIb3YEMbIX B TEpalliy paka
(aHTUTENA TIPOTUB (hbaKTOpa POCTa SHAOTEIUS COCYIOB

(VEGF), uHruouTophl THPO3UHKUHA3BI) C LEIbIO YpaB-
HOBEIIMBaHUSI TTIPOAHTUOTEHHOTO TIpoliecca, akTUBUPO-
BanHoro ipu HI'T [48].

beBannzymab — nperapat Ha OCHOBE PEKOMOMHAHT-
HBIX TYMaHU3UPOBAaHHBIX MOHOKJIOHAIbHBIX aHTUTEII,
KOTOpHIi cBsa3biBaeT perientopbl VEGF aHmotenmanbHbIX
KJIETOK U SIBJIIETCSI €T0 KOHKYPEHTHBIM aHTarOHMCTOM.
[IpenapaT paHee UCITONB30BAJICS IS JICUSHUS 3710Kaue-
CTBEHHBIX OMYXOJiei JIerkux, MoysiouHoii xkene3bl, 2KKT.
Ero cucremHoe npumMeHeHue 1 3(pHEeKTUBHOCTb B OTHO-
IIeHUY YMEHBIICHUS INTEIHbHOCTH 1 CPEIHETO YKcia
snu3onoB HK npu HI'T, a Takxke cuMIITOMOB nopaxe-
HUSI TICYEHU B BUZIe HOpMaJIU3alluu CepIeyHOro BhIOpoca,
TOKa3aHblI TI0 TAHHBIM HECKOJIBKMX HEKOHTPOJIUPYEMbIX
cepuitHbIX uccinenoBanuii [49]. D.Riss et al. [50] 1o pe-
3yJbTaTaM ABOMHOTO CJIEMOTO TIalie00-KOHTPOJIHNpPYe-
MOTO rccienoBaHus ¢ yyactueM 6onbHbIX HI'T (7 = 15)
¢ noBTopstommucs 2 pasza B Heaento HK nmokaszaHo, uto
IIpY OMHOKPATHOM BBEICHUM OeBalm3yMaba MX yacToTa
yMmeHblIaercss Ha 27 % vs 3 % B KOHTPOJIbHOM TpYIIIIE.
YuuTeiBas 00Jb1lI0e KOJTMYECTBO OCIOXKHEHUI TTPY BHY-
TPUBEHHOM MCITOJIb30BAaHUMU, B UCCAEIOBAHUM C aHa-
JIOTUIHBIM nu3aitHoM (7 = 40) [51] u3yuyeHO MeCcTHOe
JIefiCTBYE pa3IMYHbBIX JO3UPOBOK OeBal3ymaba B BUIE
HazajbHoro crpes. J.Simonds et al. onyOJIMKOBaHbBI pe-
3yJIbTAThl UCCIIEIOBAHNSI, B KOTOPOM TOKa3aHbI CTATUCTH -
YeCKU He3HAYMMBIC a3 IMIMs MEXKIy Ha3aIbHBIM BBEIIC-
HueM OeBal3yMaba 1 JIa3epHOM KoaryJisiiueil MICTOYHUKA
KpoBoTeueHus [52].

BeBanuzyma0, siBJISISICh IIPOTUBOOITYXOJIEBBIM TIpe-
ImapaToM, BBI3BIBAET PsII MOOOUYHBIX 3(D(DEKTOB: pa3Bu-
BalOTCS apTepualibHasl TUTIEPTECH3MSI, TUTIEPTECH3UBHAS
sHIIedanonaTus, yBeJIUUMBaeTCs] PUCK KPOBOTEUESHU I
1 TPOMOO3IMOOINIA, MPOTEUHYPUHU, Peke — MOYSUHOMN
TPOMOOTHYECKON MUKpOaHTHONaThu U Ap. [1pu atux
HeXeJIaTeIbHBIX SIBIICHUSIX U BHICOKOI CTOMMOCTH TIpe-
rapara ero IMpoKoe MPUMEHEHE OrPaHUYEHO.

Cpeau MHTMOUTOPOB TUPO3UHKUHA3BI €CTh HEKO-
TOpbIe AaHTUAHTHMOTEHHBIE MOJIEKYJbI, KOTOPHEIE TaKXKe
MOTYT BO3/IeiicTBOBaTh Ha curHajbHbIi TyTh VEGF,
aHaJOrMYyHO OeBalM3ymMady. DTU XUMUYECKUE COEIU-
HEHUS TOCTYITHBI JUTSI IEPOPaTbHOTO IpUeMa |, CJIeI0-
BaTeJIbHO, MOTYT IIPEOIOJIETh OTPAaHNYCHHUS, CBI3aHHEIC
C BHYTPUMBEHHBIMU UHBbeKLIMsIMU OeBanim3ymada. Heko-
Topbie U3 HUX (copaceHund, HUHTenaHUO, Ma30naHuo)
ObLIM TIpoTecTUpoBaHbl y nanueHToB ¢ HI'T [53—55].
B Hacrosee Bpems Ha 3Tare TOKIMHUIECKUX UCCIIe-
MOBAaHUI aKTUBHO M3yJaeTCs IPUMEHEHUE aHTUTE
K aHruorno3TuHy-2 (ANGPT?2) [56], unruouropos PI13-
KMHa3bl [57], a TakKe MpenapaToB, peakKTUBUPYIOLIUX
U3MEHEeHHBIN cUrHaibHbIN TyTh BMP9/10 (Takposnu-
Myc, cupoaumyc) [58].

CBolicTBaMM IOIaBJIeHUs] aHTMOreHe3a obJjianaoT
Ba30KOHCTPUKTOPHI — HECEJEKTUBHBIE B-0JI0KATOPBI
(TIpOIIPaHOJION W TUMOJIOIN), IIPY Ha3HAYEHUHN KOTOPBIX
yMeHbinaetcs akcrnpeccust VEGF. Onu npumeHsioTcs
IUTSI JIeUeHMST TeMaHTUOM Y IeTell MJaaliero Bo3pacra
U MOTYT OBITH UcIonb3oBaHbl mpu HI'T [59, 60].

Bcem nmauuentam ¢ HI'T npu n100bIX MHBa3MBHBIX
7 CTOMATOJIOTMYECKHUX MPOLENypax PeKOMEHIOBAHA aH-
TubaKTepraabHas MpoduIakTuKa.
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B otHomieHnu ABM B jierkux MHOTHE TOJbI B KauecT-
BE OCHOBHOT'O METOJIA JICUCHUS TPUMEHSIIACh PE3eKIIUSI
YaCTU WJIM 11eJI0# mosu jgerkoro. Ho B mtociaenaue gecs-
THJICTUSI METOIOM BBIOOpA SBJISICTCS TpaHCKaTeTepHast
5SMO0IM3aLIMS TUTAIOIIMX COCYIOB C TIOMOIIIBIO CIIUpaeit
WU OTHENIBHBIX HATYBHBIX 0a/NTOHOB. OTHAKO HECMOTPSI
Ha 3M00JIM3aI1I0, Y TAKUX TTallMEHTOB MOXET HaOJIIO-
natbcs penepdysust ABM nim yBenndeHue B pa3mMepax
npyrux ABM, B ¢BsI31 C 5TUM peKOMEHIYeTCsI BHIMOJIHSITh
KOHTPOJIbHYIO KOMITBIOTEPHYIO TOMOTpadrio OpraHoOB
IPYIHOM KJIETKH B TeueHue OKanimx 6—12 mec. mocie
5MOO0IM3alINK, a 3aTeM — Kaxasle 3 roga [61].

B HacTosgmuit MoMeHT 3 (HeKTUBHOI Teparnuu u3me-
HeHUil B neyeHu, BoI3BaHHbIX HI'T, Het. /1y1st 60JbHBIX
HI'T c TsoXensIM TTopaskeHUEM TTeYeHU eTMHCTBEHHBIM
3¢ (HEKTUBHBIM METOIOM JICYCHUS Ha CETOMHSIIITHUMN TIeHb
SBJISICTCS OPTOTOIMYECKAs TPaHCIIaHTaLMsI TTeYeHu [62].
CornacHo pesyjabTaTaM HaOJIOAeHUS 32 MallMEHTAMU,
TepeHEeCIINMH OPTOTOIMMYECKYIO TPaHCIUIAHTALINIO TIe-
YEeHU, TOJIFOCPOYHAst BLDKMBaeMOCThb cocTaBmia 9 (75 %)
u3 12 oriepupoBaHHBIX, TPU 3TOM Y BBIKMBIIUX TOCJIE
TpaHCIUIAHTALIUM TIeYeHU HaOII0IaI0Ch MTOBBIIICHHUE
KauyecTBa XXKM3HM KakK 3a cueT CHIKeHUs yacToTel HK,
TaK W BCJEICTBHME PACIIMPEHUS peXruMa (HU3UIECKUX
Harpy3ok [63]. I[Ipu nepebpaibHbIX Malb(opMarLusx
MOTYT ITOTPeOOBATHCST HEMPOXUPYPTUUECKIE TTOIXOIBI
WIN CTepeoTakKCUUecKass apTepruoBEeHO3HasT 3M0O0JIOTe-
parnus [60]. Bormpoc o xupypruiyeckom BMELIATEIbCTBE
Mpu 0€CCUMIMTOMHBIX LIepeOpaIbHbIX Majb(opMalusX,
00Hapy>KeHHBIX TP MAarHUTHO-PE30HAHCHOM MCCIIeI0Ba-
HUU, OCTaeTCs MUCKyTaOeIbHBIM. B TO XXe BpeMsI maHHOe
3a00JieBaHME, TTPOTEKAIOIIEee C AHTMOMATO3HBIM TUIIOM
KPOBOTOUYMBOCTU, OOBIYHO HE SIBJISIETCS MPSIMBIM TTPO-
THBOITOKA3aHUEM JIJIsI TIPOBEICHUSI SKCTPEHHBIX U TIIa-
HOBBIX OIEPAaTUBHBIX BMEIIATEIBCTB (AIMEHISKTOMUN,
XOJIELIUCTIKTOMUU U IP.).

3aknioyeHue

Takum o6pazom, HI'T — peakoe HaciaencTBeHHOe 3200~
JIeBaHUE C ayTOCOMHO-TOMUHAHTHBIM TUIIOM Hacjea0Ba-
Hus. B ciiyyae MmyTauuu B psifie FTeHOB TPOUCXOIUT Hapy-
IIeHe HOPMaJIbHOTO aHTUOTEeHE3a M CTPYKTYPBI MBIIIICY -
HOTO M 3JIaCTMYECKOTO cjios cocynoB. Hambomnee gacto
3abosieBaHMe MaHudecTupyeT peuunubupyommumu HK
C MPUCOETUHEHUEM IPYTUX CUMIITOMOB, IIPU 9TOM Har-
HOCTHKA 3HAYUTEbHO 3aTpynHeHa. Y 15—50 % 6oabHBIX
HI'T BeisBastrorcst ABM B nerkux. [1pu noivopraHHocTu
MOpaXKeHUsT TPEOYIOTCS HEe TOJBKO MEXIUCIUTUTUHAP-
HBII MOAXOM K TMArHOCTUKE U JICUEHUIO 3a00JIeBaHUs,
HO Y TIPUCTAJIbHOE HAOIIOACHNE U BeACHNE TaKUX TTall-
€HTOB KakK B IETCKOM, TaK 1 BO B3POCJIOM BO3pacTe.
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