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HacnenctBennast remopparudeckast Teneanruskrazust (nanee - HI'T), wnm Gonesns Panmro-
Ocnepa-Bebepa, OTHOCUTCSI K peAKUM T€HETHYECKUM MATOJIOTHsIM C ayTOCOMHO-IOMUHAHTHBIM THUIIOM
HacyeoBaHus. 3a00IeBaHKe XapaKTepU3yeTcs HapylLIeHUeM aHTHOTeHe3a, IPUBOSIIMM K 00pa30BaHUIO
TEJeaHrUIKTa3ui U apTEpPUOBEHO3HBIX Malib(opManuii (naiee - ABM) B pasnuunbix opranax. OCHOBOM
natoreHesa siBisitorcss mytaimu B reHax ENG (koaupyer supornun) 1 ACVRLI (koaupyer ALK-1),
PETryIHUPYIOIUX  MPOLECChl  COCYAMCTOTO  PEMOJCIUPOBAHUA. ITH  JIe(EeKThl  MPOBOLUPYIOT
(hopMupOBaHUE MATOJOTUYECKUX COCYIOB C HCTOHUEHHOM CTEHKON M OTCYTCTBHEM KAaIWJIJIIPHOTO 3BEHA,
YTO CO3Ja€T YCAOBUS U1l IIYHTUPOBAHUSI KPOBH U JIOKAIBHBIX T€MOPPATU.

Jlerounsie ABM, BcTpeuaromumecs y 15-50% manuieHTOB, NPEACTABISIIOT HAUOOIBIITYIO YTPO3y
M3-3a PUCKA TMPaABO-JIEBOTO UIYHTHPOBAHHUS KPOBU. OTO MNPUBOAUT K XPOHMYECKOM TUIIOKCEMUH,
CUCTEeMHOH sMOonu3anuu, a Takxke alcueccaMm LEHTPAaJbHOW HEPBHOM CHCTEMBI BCIIEACTBHE
OaktepuanbHoil  puibTparmu. Knunuueckas kaptuna HI'T ornuyaercs nomumopdusmom: vy
OOJIBIIMHCTBA MAllMEHTOB MaHHU(ecTalusi HA4YWHACTCS B IEPBOM-BTOPOM JAECATUICTUU KU3HU C
PELUAMBUPYIOMIMX HOCOBBIX KpoBoTeueHHi (90-95% ciydaeB), KOTOpble MOTYT [UIMTHCA YacaMH U
TpeOoBaTh TrocnuTaNM3alMU. TeneaHrnsKTa3uu CIM3MCTBIX M KOXH IPOrPECCUPYIOT C BO3PACTOM,
JIOKAJIM3YSACh MPEUMYIIECTBEHHO Ha ry0ax, s3blke, KOHYMKAaX MajblleB M B JKEIYJOYHO-KUIICYHOM
TpakTe. Y 25-40% OonbHBIX pa3BUBaioTCs jerounble ABM, nposBistonirecs OABIIIKON, IIHaHO30M,
KpPOBOXapKaHbEeM WM OECCUMIITOMHO 0 MOMEHTA >KM3HEYTPOKAIOIIUX OCI0KHEHUH.

Huarnoctuueckuid anroputM npu  HI'T BkiIO4aeT KOMIUIEKC HWHCTPYMEHTAIBHBIX U
nmabopaTtopHbeIX MeTo10B. KiltoueByto posib MrpaeT KOHTpacTHas KOMIbIOTepHas ToMorpadus (naigee —
KT) opranoB rpyaHoi KJIeTKH, MO3BOJISIONIAs BU3YAIU3UPOBATh MajIb(OopMallii TUaMETPOM OT 1-2 mm.
Oxokapauorpadus ¢ My3bIpbKOBBIM TECTOM BBISBISET TNPABO-JIEBOE ULIYHTUPOBAHUE JaXe IMpU
orcyrcTBuM BuIuMbIXx ABM Ha KT. I'eHeTnueckoe TecTHpOBaHHUE METOJOM CEKBEHHPOBAHUS HOBOIO
nokoserus (NGS) moareepxkaaer nuario3 y 85-90% nanueHnTos, BoisaBisist myTanuu B ENG, ACVRLI
nin pexe B SMAD4. JlonoaHUTETbHO MPUMEHSIOT MAarHUTHO-PE30HAHCHYIO TOMOTpa(duio roJ0BHOTO
MO3ra, KarcyJbHYI0 HJIOCKOIHUIO U aHTUOTpaduIo.

TepaneBtuueckass crpateruss npu HI'T nanpasnena Ha mnpoduiIakTUKy KpOBOTEUEHUH U
KOPPEKLIMI0O COCYIHUCTBIX aHOMalui. OHIOBacKylspHas dSMmOonu3anus JerouyHsix ABM ¢
HCIOJIb30BaHUEM CIIUpaJiell MM OKKIIIOJIEPOB CUUTAETCS METO/IOM BBIOOpA, CHUXKASI PUCK MHCYJIbTA Ha
50-70% npu CBOEBpEMEHHOM IMpOBEJAECHUHU. PenuauBHpyromyue HOCOBBIE KpPOBOTEUEHHSI TpPeOYIOT
MECTHOTO TMPUMEHEHHs] TPOMOMHOBBIX TyOOK, Ja3epHON KoaryJslud WM TaMIOHAJbl C
aHTU(PUOPUHOIUTUKAMHU. B TsKeNbIX ciyyasx pacCMaTpUBAIOT XUPYPTUUECKYIO JTUTUPOBKY COCYI0B MU
cenrorutactuky. CucreMHasi Tepanus BKJIIOYAET MpenapaThl jkeje3a JUisi KOPPeKUUMH aHEMUHU, a B
HKCIIEPUMEHTAIBHBIX TPOTOKOJIAX U3Y4aIOTCS aHTHAHTMOTEHHBIE areHThI (OeBau3yMa).

[Ipornoctuueckue ¢akropel npu HIT cBsa3anbl ¢ nokanuzammed u KommdectBoM ABM.
[TanmeHTHI ¢ HEAMOOTU3UPOBAHHBIMU JIETOYHBIMU Masib(popManusiMu UMeroT 50%-i puck 1epedpaabHbIX
ocnoxxHeHuit B Tedenue 10 ner. Jonarocpounoe Hab0eHHE TPEOYyeT €XKEeroJHON MyJIbCOKCUMETPHH,
KT-koHTposst Kaxkzaple 3—5 JeT U1 MOHUTOPUHIA HEBPOJIOTMYECKOro craryca. Hecmorps Ha ycnexu
MHTEPBEHLIMOHHON PanOJIOTUH, OCTAETCsl HEPEIICHHOHN pobieMa peKaHalu3auu MO0IN3UPOBAHHbBIX
ABM (15-20% cnyyaeB), 4yTO AMKTYET HEOOXOAMMOCTb pa3pabOTKU MpenaparoB, BIUSIONIMX Ha
[aTOJIOTUYECKU aHruoreHe3. IlepCneKTHBHBIMUA HANpaBIEHUSIMH SIBJSIIOTCA TEHHAs Tepamnws,
HamnpasJieHHas Ha KOPPEKIUIO MyTallHii, 1 ucnoyib3oBanue nuuruoutopos VEGF, ogHako ux knmuHudeckas
s dexkTuBHOCTH TpeOyeT noaTBepxaeHus. Takum o6pazom, coBpeMenHbl noaxoa k HI'T npeanonaraer
MEXIUCIUIUIMHAPHOE B3aMMOJIEHCTBUE ITYJIbMOHOJIOIOB, TEHETUKOB U MHTEPBEHMOHHBIX PAIMOJIOIOB
JUISl ONITUMHU3ALUHU AUATHOCTUKU Y TIEPCOHATU3ALNH JICUECHHUSL.
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