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I_Ipep,CTaBneHbl 0030p nuTepartypbl U
KJIMHU4YECKUI Crly4Yaii No TeMe Hacnepa-
CTBEHHOW remMopparmyeckon Ttene-
aHruakTtasun. PaccmoTtpeHbl coBpe-
MEHHbIE ANarHoCTU4YeCcKne NPUHLMNbI,
no3Bonsiowme onpeaennTb ANarHo3 n
MeToAbl leyeHus 3aboneBaHus.

KioueBble cioBa: Hacje/[CTBEHHAsT TeMOP-
parudeckas TejeaHruskTasust (6ose3Hb PaH-
mo—Ociiepa—Bebepa), KnuHudyeckuii ciyyait,
JIMArHOCTUKA, T depeHiuanbias IMarHoCTHKA.

RENDU-OSLER-WEBER DISEASE
IN THE PHYSICIAN’S PRACTICE

Zueva E., Savchenko O., Levshova A.,
Turkina S., Kon’kov A.

This paper presents review of literature
and clinical case concerning hereditary hem-
orrhagic telangiectasia, as well as modern di-
agnostic principles making it possible to de-
termine diagnosis and methods of treatment
of the disease.

Key words: hereditary hemorrhagic telangi-
ectasia (Rendu-Osler-Weber disease), clini-
cal case, diagnostics, differential diagnostics.

Beenexue

Boaesubr Pangio—Ociepa—Bebepa (ua-
CJIEZICTBEHHAS TeMOpparnyeckasi TeJeaHTu-
aktasust — HI'T) — ayTocomHo-noMuHaHTHOE
3a00JIeBaHUE, KOTOPOE XaPAKTEPU3YETCS OPa-
JKEHUEM KPOBEHOCHBIX COCY/IOB, MPOSIBJISISICH
MHO’KECTBEHHBIMU CJIN3UCTO-KOKHBIMU TeJe-
AHTUAKTA3USMHU, APTEPUOBEHO3HBIMU MaJIb-
dopmanusmu (ABM) u remopparndeckum
cunapomoM. Teseanruskrasuu u ABM moryr
JIOKQJIN30BAThCS B HOCOTJIOTKE, IIEHTPAJIbHOMN
HEPBHOI CHCTEME, JIETKUX, I€YeHU U CeJIe3¢H-
Ke, a Takke MoueBbIBoASAIIMNX myTsX, JKKT,
TyJoBHIE, KoHeuHocTsX [1]. Hanbosee pac-
IIPOCTPAHEHHBIM NPOSBJICHUEM SIBJISIETCS pe-
IUAVBUPYIOIIEE U TSKEI0e HOCOBOE KPOBOTE-
YyeHue, 4YacTo NPUBOJISIIEE K TSKEJI0N aHEMUH,
KoTopas TpebyeT IepeuBaHus KPOBU.

YacToTta BCTpedyaeMoCTu 3Toro 3aboiie-
BaHust onenuBaercs kak 1 Ha 5000 nn 1 Ha
10000 yesr. Bo BceM Mupe, IIpu 9TOM 3a00J1€-
BaeMOCTD He 3aBHCHT OT T10J1a [2].
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[mnarnoctuka HI'T, kak mpaBuio, 3ama3-
noiBaet [3]. Ilo nauubim P. Pierucci et al. [3],
u3 233 uccsenyeMbix TOJAbKO 88 yest. ObLIK po-
JIMaTHOCTUPOBAHBI [IPU IEPBOM 0OPAIleHUN 32
MEIUIIMHCKON TTIOMOIIBIO. Y OCTaJIbHBIX O0JIb-
HBIX JIMATHOCTUYECKAs 33/IePKKA OT MOMEHTA
BO3HUKHOBEHUSI CUMIITOMOB JI0 00OPaIlleHusT 38
MEIUITTHCKON ITOMOII[BIO COCTABUJIA B CPE/IHEM
25,7 rona.

¥V naunentos ¢ HI'T 06br4H0 06Hapy KuBa-
I0TCS BO3PACTHAS CHETPAHTHOCTD U M3MEHY -
Bast heHOTUITMYUECKAST DKCTIpeccust. Y 97% muig
C OTIpe/IeJIEHHBIM KJIMHUYECKUM JIMarHO30M
HI'T BoigBisieTcst IpUYMHHAS MyTaIlus B OfI-
HoMm u3 caexyfonux renoB: ENG (HI'T tum 1),
ACVRL1 (HIT tun 2) u SMAD4 (toBeHUJIb-
ubrii monuno3d, HI'T nepekpect) [4]. [Ipu niep-
BoM BapuanTte (HI'T1) ormewaercs myTarus
rena sugorsmaa (ENG), koTopslii pacnosiara-
€TCs Ha JITTMHHOM IIjiede XpoMocoMbl 9. Bropoii
Bapuant (HI'T2) yacTo BcTpeuaeTcst cpenu mna-
IIMEHTOB U JIeTEPMUHUPOBAH MyTallell rena
ACVRL, xoTopbIil pacroiaraetcsi Ha XpoMo-
come 12 (12q11ql4) u komupyeT perentop
KJIETOYHOIT oBepxHOCTH (activin receptor-like
kinase 1). Ha nepsbie na tunia (HI'T 1 u 2)
IIPUXOJUTCS 0K0JI0 85% ciydaeB. Kpome Toro,
BBIIEJIAIOT yHUKAIbHYO (hopmy HI'T6, nerep-
MUHHUPOBaHHYIO MyTarueii 6eska rena SMAD4,
pacrosioskeHHoro Ha 18q21.2, mposiBJistioniyo-
cd TUINUYHOU KiamHu4Yeckoir kaptuHot HI'T u
CHUMIITOMaMU I0BEHUIBHOTO TIOJIUIIO3A.

It Mmytanuu Biausioor Ha nyts TGFB
(Tpanrcdopmupyommuii pakTop pocta 6era), Ha-
PyIIast KIOYeBOit GaIaHC MEKITY HHIyKTOPaMU
1 MHTUOUTOPAMU AaHTUOTEHe3a B [0JIb3Y AaHTHO-
reHe3a M IOCJIEeAYIONeTO Pa3BUTUSI MHOXKe-
CTBEHHBIX Tejeanruskrazuii u ABM B pazimu-
HBIX 061acTsIX Tesa. Hayamo cuMIToMOB MOKeT
OBITH OTJIOKEHO JI0 YETBEPTOTO AECITHIIETUS
xu3Hn (=90% TarmenToB NPOSIBIISIOTCS K BO3-
pacry 40 siet) wiu Ha GoJiee O3AHUIA CPOK [5].

HI'T xapaktepusyercst HaIu4neM MHOKe-
ctBeHHBIX ABM, B KOTOPBIX OTCYTCTBYIOT ITPO-
MEKyTOYHbIE KallMJUISAPBI U KOTOPbIE IIPUBOJST
K TIPSMBIM CBSI35IM MEXK/ly apTepusiMU U BeHa-
mu. HeGosbiime ABM HasbiBaioTcst Tejieanru-
sxrasusimu (TAD). TAD HauboJiee 3aMeTHbI Ha
ry6ax, si3bIKe, JIUIIE U [AIbIAX, a TAKIKE HA CIIU-
3uCTON 06oJstouke Hoca, 1ek 1 JKKT. Ouu Bol-
[JIS/IAT KaK PO30BbIE WJIM KPACHbIE, TOUEYHbIE
WJIH PA3MePOM ¢ GYJIABOYHYIO TOJOBKY MOpa-
JKEHUSI, @ MHOT/Ia — Kak 0oJiee KPYITHbIE, JasKe
[IPUITOAHSATDIE (prOJIeTOBbIE MOPAXKEHUS, OT-
JIMYAsACh OT MeTeXUi U aHTHOM CBOEH crocob-
HOCTBIO OJIETHETD TIPU HA[ABJIMBAHWMU, & 3aT€M
HeMe/ITIEHHO 3a1oyHAThes. V3-3a cBOMX TOHKNX
CTEHOK, Y3KUX U3BUJIMCTHIX ITyTell 1 GJIM30CTH
K MOBEPXHOCTH KOKH UJIU CJM3UCTOI 000JI0UKe
OHM MOTYT Pa3pbIBAThCSI U KPOBOTOUUTD, MHO-
rla ¢ MUHUMAaJIbHOI TpaBMoi uim 6e3 ree. ITo-
CKOJIBKY COKPATHTEJIbHBIE 2JIEMEHTBI B CTCHKE
cocy/la OTCYTCTBYIOT, & apTepUaIbHOE COE/IH-
HeHUe HeIloCpe/ICTBeHHOe, KPOBOTeUeHUe 13
HUX MOJKET OBITh CHJIBHBIM, ¥ €I0 TPYIHO OCTa-
HoBUTH. TepmuH «ABM» 00BIYHO OTHOCHTCS K
kpymHbiM TAD — quamerpom 6oJiee HECKOJIb-
KUX MUJITIMETPOB, @ MHOT/IA U JI0 HECKOJIbKUX
cantuMeTpoB. ABM yarre Bcero BcTpeyaioTcst
B IIEYECHH, JIETKUX WJIU MO3TE.

Jlerounbie aprepuoBenosubie TAD npucyr-
crByioT pumepHo y 50% marnuentos ¢ HIT ¢
npeobaaganvem HI'T1 [6, 7]. Ouu gensites Ha
crenenn Tspkect. Hanbosiee yacToiM sIBJIsIET-
CsI IPOCTOE COETMHEHUE MEXK/y CerMEeHTapHOI
JIETOYHON apTepuell U JeTOYHO BeHO, 06pa-
3yMolilee aHeBpU3MaTUuecKyo Hutty. Haubosee
coxubie TAD 06pa3oBaHbl MHOKECTBEHHBIMU
apTepUsIMU, IPEHUPYIONUMICS B MHOKECTBEH-
HbIe BeHbI, U PesKe MOTYT CTAHOBUTHCS AU Dy3-
HBIMM, PACIIOJIOKEHHBIMH B I1peJiesIax I1esI0To
sgerounoro cermenTa. Ilocieanue nmeror ca-
MBI BBICOKHIT PHCK 3MOOJIUU U THIIOKCEMUU.
Ha puc. 1 uso6paxensr gerounsie ABM

Puc. 1 a, 6. JlerouHble ABM: aHrnokoHtpacTtHas KT-peKoHCTPyKUUS rPyAHOI KAETKU nauueHTa.
[MpumMeyaHue: kpacHble CTPenku ykasblisaloT Ha ABM, pacnonoxeHHyio B NeBOW HvxHen gone [9].
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Puc. 2 a, 6. ABM ouaroBoro tuna y 32-netHeil XeHwwmHbl ¢ HIT. [pumedaHua: a) akcuanbHoe
T2-B3BeELLIEHHOE MArHUTHO-PE30HAHCHOE N306paxeHne AeMoHCTpupyeT andadyaHyto ABM, nopaxatoLuyo
neBoe nosyLuapre Mo3axeuka; 6) KOHTpacTMpoBaHMe NEBO NO3BOHOYHONM apTepun AeMOHCTPUPYET and-
dy3Hyio ABM, nutaemMyio B OCHOBHOM BETBSMUW BEPXHEN MO3XEYKOBOW apTepuu; oTMevYaeTcs paclumpe-
HMEe NOMepeyYHOro CUHyca B TOYKe BxoAa GONbLIOro BEHO3HOMO Baprko3a (6enas cTpeska); uMeloTcs age
MeHbluve WyHTupytowme ABM: ogHa — B natepanbHOM NpaBoli remmcdepe Mo3xeyka (M30rHytas yepHas

CTpenka), BTopas — 4yTb natepanbHee MocTa (M3orHytas 6enas ctpenka) [11].

namnuenTa. boapmuucTBO Jerounbix ABM
nporekaioT 6eccumntToMuo. [Ipyrue penkie
OCJIO)KHEHHUS BKJIIOUAIOT KPOBOXapKaHbe MJIN
reMOTOPAKC, BO3MOKHOCTb aCeTITHYECKUX U
CENTUYECKNX IMOOJINH, KOTOPbIE YBEIMINBa-
10T PUCK TPAH3UTOPHBIX UIEMUYECKUX ATAK,
MHCYJIbTa 1 aBCIIECCOB TOJIOBHOTO MO3Ta Y 9THX
6oJbHBIX [8].

Ilepebpambibie ABM BerpeuaioTest mpu-
mepro y 10% murr ¢ HT'T [10]. Cucrematu-
yeckuii 0630p u MeTaananu3 39 uccienoBa-
Huit (nepuoj noucka: 1 suBapst 1990 r. — mapr
2016 r.) mokasaJj, 4YTo PacIpoOCTPAHEHHOCTD
ABM wmosra y manuentoB ¢ HI'T cocrasu-
aa 10,4% (95% AN 7,9%—-13,0%) 6es cy-
IIeCTBEHHOI PA3HUIIBI MEXAY MYKUYMHAMHU
(8,5%, 95% U 4,9%—12,0%) n JKeHIMHAMA
(11,0%, 95% AU 5,9%—16,1%). [Tanuents ¢
HIT tuma 1 (HHT1) nmenu 3HaUNTETBHO 60-
Jiee BBICOKYIO pacnpoctpaneHHocTb ABM mo3-
ra (13,4%, 95% AU 9,5%—17,4%) mo cpaBHe-
Huto ¢ manuerTamu ¢ HI'T tuna 2 (HHT2)
(2,4%, 95% 1N 1,0%-3,8%) (p<0,0001).
B 55,2% (95% N 38,3%—-72,1%) ciaydaes
ABM 6bL11 CUMIITOMHBIME. PUCK KpoBOU3In-
STHVISI B MO3T M3 3THX INAaTHOCTHPOBAHHBIX I10-
paskeHUit OGBIYHO CUUTAETCS] OCHOBAHUEM [IJIs1
JIeYeHUsT IaKe JIUI] MOJIOZIOTO Bo3pacra ¢ bec-
CUMIITOMHBIM TedeHneM 3abosieBanust. Pazmep,
MOPGhOJIOTHS U MECTOTIOIOKEHNE KOHKPETHO-
IO TIOPa’KEHIS BJAUSIOT HA IPUHSTHE PEIIeHNS
o sieuenuu (puc. 2).

[lanHble 0 4acTOTE MEYEHOYHBIX COCY-
IUCTBIX aHOMaJauil BappupyioT. Tak, B mc-
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crenoBanun A.A. lanora et al. [12] upu nc-
nonb3oBannn KT-Busyanmmsanum gactora
BcTpeuaeMocTy nedyeHouHbix ABM gocrturia
74%. 1lpn Y3U mnevyenu sTOT MPOIEHT — TO-
paszo Hmke (41%) [13]. OT™MeueHO, 4TO TOMB-
KO He6OJIbIII0e KOJIMYECTBO HanueHToB (8% B
ncciaenoBanuu ¢ ucnosbzopanneMm KT) nmenn
CHMIITOMBI 3200JI€BaHVIsL.

[Teuenounast y3moBasi o4aroBasi rurepIiia-
3us Berpeuaercs danie npu HI'T | yem B 06-
meit nomyasnuu [14], 9ro onpexnenser Heob-
XO/IMMOCTB NpoBe/ieHnsT [ depeHITaIbHOTO
JIMarHo3a ¥ BBIITOJHEHUS JOTOJHUTENbHBIX
WCCJIEIOBAHUI [T UCKITIOYEHUST OITyX0JIeBO-
ro mpoiecca B nedyenu. [leuenournsie ABM
B 2,0—4,5 pasa vaime HabJOMAIOTCS Y JKEH-
IMWH, 9eM Y MY’KYUH, 1 UX KOJINYECTBO yBe-
JuuuBaercs ¢ BospactoM. Manbdopmaiun
IIeYeHH MOTYT BapbUpOBaTh — OT MAJ€HbKUX
TeJIEAHTUIKTA3MIL 10 GOJIBIINX APTEPUOBEHO3-
HBIX (PUCTYJI, TPUBOAAIINX K AU Dy3HOMY TI0-
pakenuio nedenu. OHU KIacCUUITUPYIOTCS
AHATOMUYECKU B IMIYHTAX MEXKIY TT€YeHOTHOM
apTepuei 1 BOPOTHOI BEHOM; MEXK/Y ITe4eHOY-
HOIl apTepuell 1 BeHOIl; MeXK/y BOPOTHOI Be-
HOU 1 IeueHOYHOH BeHol. Kimnuyeckne mpo-
SIBJIGHUSI 3aBUCAT OT MPeo0IaIaloliero Tuia
BHYTPHUIIEUEHOYHOTO NIYHTHUPOBAHUSI: CEP-
JledHasi HeIOCTaTOYHOCTD € BBICOKUM Cepied-
HBIM BbIOPOCOM, MIIEMUYECKAS] XOJAHTHOIIA-
TUSI 1 Me3eHTepUATbHAsI UIIEMUS CBSI3AHBI C
HNIYHTUPOBAHUEM KPOBU MEXK/Y NEYEHOUHOMN
apTepuell ¥ IeYeHOYHOU BEHOM; MOpTaJib-
Hasl TUIEPTEH3Us TIPU NIYHTUPOBAHUM KPO-
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Puc. 3. YnbTpa3BykoBble npu3Haku HI'T B ne-
yeHu. B B-pexxume onpepensiiotcs M3BUTOCTb
BHYTPUNEYEHOUYHbIX BeTBEl MNeYeHOYHOn ap-
Tepun, pacluMpeHue nevyeHo4YHo apTepum ¢
YCKOPEHHbIM KPOBOTOKOM W apTepuasbHbie
manbdopmMauum B napeHxume nevenm [19].

BU — MEXX/ly BOPOTHOH BEHOU U Me4eHOYHON
apTepueil; eveHouHas dHIeGATOTATHS IPU
INIYHTUPOBAHUHU KPOBH — MeEXKIy BOPOTHOI
BeHOU ¥ neyeHouHoH Benoii [15, 16, 17, 18].

Ha puc. 3 npencraBnenst ganusie ¥Y3U
IeyeHu ¢ JonmieporpapuueckuM muccaeno-
BaHUEM €€ COCYIOB.

¥V 80% nanuenrtos ¢ HI'T, 1o gaHHbIM 9H-
NOCKOTIMYECKIX UCCJEIOBAHNN, UMEIOTCS Te-
neanrnaktazun B JKKT, y 15-45% u3 nux
Pa3BUBAIOTCS JKeJYI0YHO-KUIIIEYHbIE KPOBO-
tevenus (JKKK) — o6bruno B Bospacre 50—60
ser [20, 21]. HauGoJiee uacto nopaxaeMbiMu
ornenamu JKKT saBisiores sxemynok (puc. 4)
U TOHKas Kumika [22].

B cratbe C. Canzonieri et al. [23] onuca-
Ha koropra u3 22 nanuentos ¢ HI'T, kotopsie
MIPOIILJIN TACTPOAYOEHOCKOIIUIO, KAIICYJIbHYIO
IHIIOCKOITUIO 1 KoJioHOcKomuio. [lesbio mccire-
JIOBaHUs ObLIA OIIEHKA PACIIPEEIEH S, KOJIU-
4eCcTBa, pa3Mepa U THUIIA TeJeaHTHIKTA3uil B 3a-
Bucumoctu ot renotuna HI'T (myranus ENG
uin ACVRL1). Ouu nokazanu, 4To mopaxe-
une JKKT y manmenTos ¢ HI'T, mo-Bunumomy,

Jalle BCTpeyaeTcsl B ABEHAIATUIIEPCTHON
xumke (y 86% mnarmentos ¢ HIT1 uy 77%
marmmentoB ¢ HI'T2 mpu ractpoxyonenocko-
mny; y Beex nanuentos ¢ HI'T1 u y 84% ma-
nuenToB ¢ HI'T2 npu Bumeokancynbuoit aH-
Jockorny; y 1 marueHTa u3 Kaskaoi rpyIIbl
11pu KoJIOHOCKOTINN) [23].

[Tpu mpoBenenun snTepockonnu y 27 ciy-
yaiino BeIOpanHbix 60sbHbIX ¢ HI'T Hasmmuue u
KOJIMYECTBO TeJIeAHTUIKTA3MI JKeJTy/IKa U JIBe-
HAJII[ATUIIEPCTHON KUIIKU KOPPEJIMPOBAJIN C
HaJUYMeM M KOJMYECTBOM TOPAKeHUIT TOH-
Ko kumiky [24]. VcenemoBanue, npoBeieHHOE
M. Ingrosso et al. [25], npojeMOHCTPUPOBA-
710 56%-10 PaCIPOCTPAHEHHOCTD TEJIE€AHTUIK-
Tasuil Tonkoit kumku y nanuentos ¢ HI'T.
BOJIbIIMHCTBO TeIeaHTnOKTa3ui GeCCUMITTOM-
HbI MJIM BBI3BIBAIOT KJIMHUYECKN HE3HAUUMbIE
KPOBOTEUYEHUSI.

Juarnos «<HI'T» craBuTcg KaInHUYECKA Ha
ocHoBe kputepues Kiopacao (1999) [27]. Ye-
ThIPe KINHUYECKUX ANATHOCTHYECKUX KPHUTe-
P BKJIIOYAIOT:

- CIIOHTaHHBIE PEIUIUBUPYIOIIE HOCOBbIE
KPOBOTEYEHNST;

- MHOJKECTBCHHBIE TEJICAHTUAKTA3NNU HA Xa-
PaKTEPHBIX yyacTKax (ry0bl, POTOBAS MOJIOCTD,
HOC, YIIHbIE PAKOBUHBI);

- MOpakeHNe BHYTPEHHUX OPraHoB (Te-
neanruskrtazuu B JKKT, opranax asixanus
[c kpoBoTeueHUstMU Wi Ge3], apTepuoBe-
HO3HBIE IIYHTHI B JIETKUX, IEYCHH, TOTOBHOM
MO3Te ¥ T03BOHKAX);

- ceMeiHbBIN XapakTep 3aboseBanus (3a-
GosieBaHUE Y POACTBEHHMKA [IEPBOIL JIMHUY ).

[uarnos «HI'T» knaccudunupyercs kax:

- YCManoeaenHvlil, eCIi IPUCYTCTBYIOT TPH
WJIU YeThIpe KPUTEPIST;

- B03MONCHLU (UAU 8EPOSAMMDILL), €CITA TIPH-
CYTCTBYIOT JIBa KPUTEPUSI,

- Manoeeposimuulil (U COMHUMENLHBLIL),
€CJI IPUCYTCTBYET OJINH KPUTEPHIA.

He cyiecTByeT 4eTKOTO KOHCEHCYCA OTHO-
CUTEJBHO KOJIMYECTBA dMU30/[0B MU CTETIEHN
HOCOBOTO KPOBOTE€YEHHU, HEOOXOAMMBIX JIJIsk
nuarmoctuku. Cornacuo kputepusm Kiopa-

Puc. 4 a, 6. TeneaHrnakrasum: a) B aHTpanbHOM oTaene, 0) B Tene xenypka [26].
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€a0, HOCOBBIE KPOBOTEYEHUSI JIOJIKHBI BO3HHU-
KaTh CIIOHTAHHO, PEIUMBUPOBATDH, & HOUHOE
KPOBOTEYEHUeE CJIeLyeT CYMTaTh 0COOEHHO 110~
JIO3PUTENbHBIM. B HacTost1IIee BpeMsi, B JIOMOJI-
HEHUeE K KINHUYECKUM TTapaMeTpaM, Tepeduc-
JieHHbIM B Kpurtepusx Kiopacao, B kauecTse
JIMATHOCTHYECKOTO MHCTPYMEHTA JIOCTYITHO Te-
HEeTUYECKOe TecTpoBaHue. B obuieil cioxkHo-
ctu 90% cayuaes HI'T 06yciioBiieHO matoreH-
noii myrtanueit B renax ENG nimm ACVRLI,
XOTsI IaTOTe€HHbBIE BapUAHThI, CBSI3aHHBIE C
HHT, Takse ObLIM OLKMCAHBL B JPYIUX FeHAX —
Takux, kak MADH4, GDF2 nin RASA-1.

Ha B3r/1s11 aBTOPOB CcTaTbhi, 3/€Ch OyIeT
YMECTHBIM MPUBECTH OJHY MMOKA3ATENbHYIO
UCTOPHIO OOJIE3HM.

KnuHnyeckuin npumep

Havyuenmxa B., 50 nem, 29.02.2024 6bi1a
TOCIUTATIM3UPOBAHA B TEPANIEBTUYECKOE OT/Ie-
senne kanandeckoro rocrutaist DKY3 «Me-
nuko-canutapras yactb MB/l Poccun o Boi-
TOrpajicKoi o61acTiy ¢ Kaaobamu Ha c1aboCTb,
OIIYIIEHNE TSKECTU B AITMracTpajbHON 0bJa-
cru, usxkory. Ha amGynaTopHom stare obeire-
JIOBaHUS el MPOBeJH 930(haroracTpoyoIeHo-
CKOTIHIO. Dbl IMarHoCTUPOBAHBI SPO3UBHBIN
pedutiokc-a3odarut (ct. A mo LA), Hemocratou-
HOCTb KapAUU, CMENTAHHBII TaCTPUT, ACCOIHH-
poBanHbiil ¢ H.pylori, iucTanbHbIN 3pO3UBHbII
OynbOUT, IpU JT1abOPATOPHOM UCCIEAOBAHUK —
sKese30/1eUITUTHY IO AaHEMUIO JIETKOH CTeTeH .
Ha cimsucroii si3bika, Ha KOXKHBIX IOKPOBAX,
JMCTaJIbHBIX (hajlaHrax MaabLeB PyK oOHapysKe-
HBI MHOXKECTBEHHBIE TEJIEAHTHIKTA3UN (pUC. 3).
3anonospeno Hammune HI'T.

W3 anamMHe3a BBISICHUJIOCH, YTO COCY/IU-
cteie ManbdopManuu y b. Habaoxanuch ¢
JIETCKOro Bo3pacTa. B xoze ee onpoca 6b1710
o0pallleHO BHUMaHMe Ha HaJU4Yhe 4acThIX
CIIOHTAHHBIX PEINUAUBUPYIONIUX HOCOBBIX
KPOBOTEYEHMI, HAUMHAS C MOJPOCTKOBOTO
BO3pacCTa, a TaK)Ke OTSATOIIEHHBIN ceMeilHbIi
aHaMHe3: orell GOJIBHON cTpagas 0OUIbHbI-
MU KPOBOTEUEHMSMHU U3 TeJeaHTMIKTA3MIi,
PACTIOJIOKEHHBIX HA CJU3UCTON MOJOCTH PTA,
sI3bIKE U TPEOYIOIIUX IIPOBENCHUS 3aMECTH-
TEeJbHOU Teparuy 3PUTPOIUTAPHON MacCOi
B CBSI3U C HAJIMUMEM y HETO TSKEJION T0CT-
reMOpparn4ecKoil aHeMuu.

B 2009 r. mpu poBenennu Y3U opranos
6prourHoii nosioct y B. GbLia onucana sx0-
rpaduyeckas KapTHHa 00pa3oBaHKsl B TKAHK
neueHu (KaBepHO3Has aHruoma? o6pasoBa-
nue?), a npu gonosanurenbHoit MCKT — rema-
ToMeraiusi (TIPEUMYIIECTBEHHO 32 CUET JIEBOI
J0J1 TledyeHN) Ha GOHe yBeJUYeHUs ua-
METPOB ee cOCy/0B (NPEUMYIIECTBEHHO ap-
tepuit). O6pasoBanue B IpaBoOi J0JI€ TIEYCHU
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BHYTPEHHWE BOJIE3HU

Internal diseases

Puc. 5 a, 6, B. MHOXeCTBEHHble TefleaHrMoaK-
Tasum y naumeHTku B.: a) Ha cnuaucTo 93bi-
Ka, 6) Ha KOXe CMUHbI; B) Ha NanbLaX pPykK.

GBLIIO PACIIEHEHO KaK aJieHoMa (HeJIb3sl TTOJTHO-
CTDBIO UCKJIIOUUTD TeJICaHIMIKTA3UN U ATUIINY-
Hoe Teuenue [6e3 pybual] ¢pokanbHOil HOLY-
asproit runepriasun [OHT]). B ot nepuox
ObLIM PEKOMEHIOBAHbI HAOIIOIEHUE TeNaTo-
JIoTa, KOHCYJIBTAIlUsI TeMaToJIoTa U TeHeTHUKA.
OjHaKO PEKOMEH/IAIMY BBIIIOJHEHbBI He ObLIN.

IIpu mpoBenennn Y 3U nevenn 24.11.2021
B [IepUOJ HAXOXKIEHH MAIUEeHTKY B NH(peKnu-
OHHOM OTJIeJIEHUH C KOPOHOBUPYCHOI NHMEK-
1[uel cpeiHelt cTereny TsKecTH (J4BYCTOPOH-
HsISl MHTEPCTUIHATBHAS TTOJTMCerMeHTapHasT
[THEBMOHUST; 00EM TTOPAKEHHSI IETOYHOH TKa-
Hu cupaBa — 7 %, cieBa — 5%; IH 1 ct.) Bpa-
yoM Y3 Gbi orMedensl 1ud@ysHble n3Me-
HEHUsI B [TAPEHXUMeE IedeHH, yaacTku (hrubposa
(?) B mpaBoii foJie TIeYeHu; MopTaIbHasl TH-
IIepTEH3NsT; MHOKeCTBEHHBIE TIOPTOKABAIbHBIE
aQHACTOMO3DL.

Takum 00pa3oM, yuuThiBas kajobbl B.
Ha 9acThle HOCOBbIE KPOBOTEUYEHNUsI, OOUIIb-
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BHYTPEHHWE BOJIE3HU

HbIe MAaTOYHBbIE KPOBOTEUEHUS, CeMeHbI
aHaMHe3, JaHHble OCMOTPa M MHCTPYMEH-
TaJbHBIX UCCJIE0BAHNI (COIIACHO KpUTEPH-
saMm Kiopacao), nmesna MecTo 10CTOBEPHO Z10-
KazaHHas HacJeICTBEHHAs TreMopparnyeckas
TeJIeaHTMIKTABHSI.

Caenyer ckasath, uTo B ceHTs6pe 2020 r.
ObLIN OMYGJIUKOBAHBI BTOPBIE MEKIYHAPOI-
ubie pekomenarnuu o HI'T, nanpassienHbie
Ha pa3paboTKy OCHOBAHHBIX Ha (DAKTUYECKUX
JTAHHBIX KOHCEHCYCHBIX PEKOMEH/IAIINIA 110 Jie-
YEeHUIO0 1 NPOHUIAKTHKE CUMIITOMOB M OCJIOXK-
HEHW, ¢ Hell CBSA3aHHBIX [28]. ITH pekoMeH-
nanuy ObpLIM 1anbl 6osbHOI B.

B kadecTBe mepBO¥l JMHUU TIPU HOCO-
BOM KPOBOTEYEHUU PEKOMEHYETCS UCHOJIb-
30BaTh MECTHYIO YBJAKHSAIOIYIO TE€PAINIO.
b0 mokazano, 4To ucnoabp30BaHue (HU3NO-
JIOTMYECKOT0 PacTBOPA M YBJIAXKHEHUS CHU-
JKaeT TSKeCTb HOCOBOTO KPOBOTEUYEHUS, IIpe-
nATCTBYeT (POPMUPOBAHUIO IPO3UI CIAUSUCTOM
obosouxn Hoca [29]. MecTHBIN cosieBoit pac-
TBOP (CIIpeil Uik resib) 0OBIYHO TPUMEHSIETCS
2 pa3za B JieHb.

[lepopanbHBIli TPUEM TPaHEKCAMOBOM
KHUCJIOTBI /IS JIeYeHNUST HOCOBOTO KPOBOTEYe-
HUA TOKa3aH NallMeHTaM, /I KOTOPLIX Jede-
HUE HOCOBBIX KPOBOTEUEHUI yBJIAKHSIONIH-
MU MECTHBIMHU cpeicTBaMu He 3(hhEeKTUBHO.

O6cyxnas npobemy abJsIMOHHON Tepa-
1Y, dKCNepTHAas rpymnma noguepkusaet [30],
YTO BO3MOXKHOCTD ee IIPUMEHEHHS TIPU HOCO-
BBIX TEJIEAHTMAKTA3UAX (BKJIIOUAs JIa3ePHYIO
TEPAINIo, PAIHOYACTOTHYIO abJISIUIO, JIEeK-
TPOXUPYPIUIO U CKJIEPOTEPAIIUIO) CIEAYeT 00-
Cysk1aTb Ipy HeaDHEKTUBHOCTH IIPE/bLLY e
Tepanuy MECTHBIMU YBJILKHSIONUMUA METO-
namu. OHAKO CJIEyeT OTMETUTD, YTO abJisi-
IIMOHHAS Tepanus ABJISAETCS BPEMEHHBIM Me-
TOJZIOM JIeueHUsI HOCOBOTO KPOBOTEUYEHMUS C
BBICOKOU YacTOTOI ociokHeHnui (mepdopa-
111l HOCOBOW MEPETOPOJIKU SBJISIETCS U3BECT-
HBIM OCJIOKHEHUEM BCEX METO/IOB).

[Ipu HespderTUBHOCTH abASUOHHOM
Teparuu 1/Ujan JiedeHUs yBJIAKHAIOMNMA
MECTHBIMU CPEICTBAMU, TPAHEKCAMOBOM KHC-
JIOTOH B HACTOsIIIEe BPeMsI paccCMaTpUBaeT-
€5 BO3MOKHOCTDb MCITOJIb30BAHMS CUCTEMHBIX
AHTHUAHTHOTEHHBIX CPEJICTB: TaK, BHYTPUBEH-
Hoe BBejeHue GeBaruaymMaba CHUKAET HOCO-
BO€ KPOBOTEYEHHMeE, yJIydliaeT aHeMHIO, CHU-
JKaeT MOTPEeGHOCTD B MePeJUBAHUY KPOBU UJIH
yJIydIaeT Ka4yecTBO KU3HU.

[Ipu ocMOTpe TMHEKOJIOTOM MAIlMEeHT-
ke B. 1pu 06MIbHBIX MEHCTPYAIUsIX ObLI Pe-
KOMEH/IOBaH MpueM Tpanekcama 1mo 500 mr
3 pasa B JieHb.

IIpu BoimuCcKe 06CYKIAIICS BOIPOC O TIPO-
NOJKEHUU 06caenoBanus (C 1eJIb0 BbIAB-

40

JIEHUS ZIOTIOJIHUTEJNbHBIX y4acTkoB AMB):
MPT rososBHOro Mo3ra ¢ COCyiuCTON MPO-
rpaMMOii, KOJIOHOCKOIINYECKOT0 UCCIe/[0Ba-
Hus (YYUTbIBasl HalMu4Ke y HanueHTKu AMB
B meyenn), exxerognoro MPT-kouTposns s
OIEHKHU IIPOTHO3a Pa3BUTUSA OCJIOXKHEHUH
reyeHouHbIXx ABM.

Heobx011M0 0TMETUTD, UTO TEpPAIIEBTHYE-
CKMI1 TIO/IXO/L MOJKET MEHSTBCS B 3aBUCUMOCTH
OT KJIMHUYECKUX MPOSIBJICHUI, KOTOPBIE MO-
ryT Bo3HukHyTh y nanuenta ¢ HI'T. Tak, npu
BeIsIBIeHNU Teaeanrnoskrasuii B JKKT, Bos-
nuknoBenun KKK Bpauam pexomenpyercs
PaccMOTPeTh BO3MOKHOCTb UCHOJIb30BAHUS
B JIEYEHUU T1€POPAbHBIX aHTU(HUOPUHOIIM-
tukoB. CoobMIaeTcst 0 CHUKEHUU MOTPeOHO-
CTH B 9H/IOCKOIINYECKOM JIEUEHUH MAIUEHTOB,
MTOJIy4YaBIIMX TI€POPAJIBHYIO TPAHEKCAMOBYIO
KHCJIOTY ¢ XOpoImuM TpodusieM Ge30macHo-
ctu. Ecsin, HecMOTpsl Ha npebiyliiee jeve-
HUe, KPOBOTEUEHUE TIPOJOJIKUTCS, OTpedy-
eTcsl epesimBaHue KpoBu. MOKHO Ha3HAYUTH
AHTHAHTHOTEeHHbIE TIpernapaThl (OeBanusymab).
JleueHre aHeMUYECKOTO CUHAPOMA HYXK/Ia€eT-
s, KaK IIPAaBUJIO, B TIPOBEICHUH 3aMECTUTEJIb-
HOH Tepanuu npernapatamu xedesa. /s no-
CTUKEHUS 11eJIeBbIX YPOBHEN reMoraobuHa
HCIIOJIb3YIOTCS Mpek/ie BCEro IepopajbHble
npenapatsl. [lokazaHnem K BHYTPUBEHHOMY
BBEJ/IEHUIO JIEKAPCTB CJIYKUT OTCYTCTBUE JI0-
CTUKEHUSI IEJIEBOTO YPOBHS FeMOTJIOONHA, He-
CMOTPSI Ha a/IeKBaTHOE BOCIIOJTHEHME 3a11aCOB
xkemeza [31].

[Ipu nepebpanbroit Manudecrauu 60-
JIE3HU HCIIOJIb3YIOTCSA HEHPOBACKYJIsIpHAS
XUPYPTusi, 9MOOJIOTEPATINS U PALHOTYyUEBOE
BO3zlelicTBue.

3aknioueHue

HI'T — penkoe ayTocoMHO-TOMUHAHTHOE,
CJIOKHOE BPOKAEHHOE 3a00JIeBaHIe, KOTOPOE
TopaskaeT pa3indnble opransl. VccienoBanus
B 00JIACTH TEHETUKU U PETYJISIIAE aHTHOTEeHe-
32 BHECJIU 3HAYUTEIbHBIN BKIA/ B TOHUMAHIE
HTHOJIOTUY U MaToreHe3a GoyesHn Panio—
Ocnepa—Bebepa. Knunnuecknii guarnos oc-
HoBaH Ha kputepusix Kiopacao. CioxHOCTb
naToGU3NU0TIOTHH TPEOYET MYJIBTUAMCIAILIM-
HAPHOTO TOIX0/IA K JIEYEHUIO B COOTBETCTBUU
€ KIMHUYEeCKUMU MaHU(DEeCTAIUSIMU.

Jinteparypa
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