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Peslome

B ny6aukauum npeactaBneH KAMHUYECKWI Cayvail HacneACTBEHHOW FreMOpparMyeckoi TeneaHrnaKTasum y XeHuwmHsl 75 neT. B nepeoii HacTu
CTaTby NPUBOAATCA INTEPATYPHbIe AaHHblE O YacTOTe BCTPe4YaeMocCTn U ocobeHHocTAX 6onesHn PaHgto-Ocnepa-Bebepa, paccmaTpuBatoTca co-
BPeMeHHble MarHoCcTUYecKMe NPUHLMMbI, OCHOBaHHbIe Ha KpuTepuax Curagao (1999), noseoasAOWMX ONPEAENUTb ANArHO3 KaK «40CTOBEPHbI»,
MPU HAIMYNUM TPEX KPUTEPUEB, KBEPOATHBIN» — C iBYMA KPUTEPUAMM (Halle BCEro 3TO CeMeliHbIi XxapaKTep 3a60/1eBaHMsA 1 CMOHTaHHbIE HOCOBbIE
KPOBOTEUEHUS) N KCOMHUTE/IbHbBIN», MPU HAZIMYUM OAHOTO KPUTEPMA M3 BbiLLEMEPEYUCAEHHbIX. PAaCCMaTPUBAOTCA METOABI IEHEHWA HACNEACTBEH-
HOW reMopparvny4eckoi TesieaHrMaKTasnm, aBTopbl 06paLatoT BHYUMaHWe Ha TO, Y4TO BbIGOP MeToZa Tepanuu 3aBUCUT OT CTeMeHU NopaxeHus op-
raHa-muieHn. CuMNToMaTU4ecKme MeTo/bl Ie4eHNA NPeAnoaaraloT He3HaunTeIbHoe obieryeHmne 414 NaUVeHTOB, HO Hacle/ACTBeHHasA remMop-
parmyeckas TeneaHrMsaKTasmua Tak M OCTaeTCA NPOrpeccupyloLleit, TAXKEN0M U MOTeHLMaIbHO OMACHOM AR XU3HM naTosormei. Bo BTopoli yactu
CTaTbM NPeACTaBAeHO KAMHUYecKoe Hab/ilogeHne ¢ no3aHel Bepudurkaluein 3abonesanuns nauneHTku M., 75 net. NpuBeaeHsbl AaHHble UICTOPUK
60n1e3HM, BKOYasA aHaMHes, KaTaMHes, ¢oTorpadum Makpo- U MuKponpenapaToB. [peAcTaBieHHOe HabaloAeHVe UNNIOCTPUPYeET TAXKenoe Te-
YeHue Hac/neACTBEHHON FreMOpparmyeckoi TeNeaHrnaKTasum, NpoABMBLLIENCA BblpaXKeHHbIM reMOpparnyeckuM CUHAPOMOM, BCeACTBUE COCYAN-
CTbIX ManbdopMaLui, NOCTeNeHHbIM BOB/I€YEHNEM B NATONOFMYECKUIA NPOLLECC BHYTPEHHUX OPraHOB ¢ pOPMUPOBAHNEM B HUX apTEPUOBEHO3HbIX
WYHTOB, aHeBpM3M. MaHudecTaLma HaceCTBEHHON reMOpparnyeckoi TesIeaHrM3KTasum B ONMCaHHOM KAMHUYECKOM C/lyyae NposBuAach B Buje
06UNbHBIX HOCOBBIX, MaTOYHbIX KPOBOTEYEHUIN, KOXHbIX TeNleaHr13KTa3ui, C NoC/eAyIoWMM BOB/IeYeHNEM B NaTO/IOMMYECKNA NpoLLecc NerKux,
OpraHOB Xe/y/J04HO-KULIEYHOro TpaKTa. ABTOPbl CMOM/IM Hab/lo4aTh BapuaHT TeYeHUA U NPOABAEHUA BUCLLEPa/IbHbIX COCYANCTbIX aHOManui.
JaHHbIA KAVHWUYECKUIA CNyYald ANIOCTPUPYeT Heob6X0AMMOCTb YUYNTbIBaTh COBOKYMHOCTb BCEX CUMMTOMOB 3a60/1eBaHMA NPU HaC/le/CTBEHHOM
reMopparnyeckol TeJleaHrMaKTasnm ANA paHHero BbifBAeHNA 3a60/1eBaHNA, AMHAMUYeCKOro HabnloAeHNA 3a NaLMeHTOM U CBOEBPEMEHHOrO Ha-
3HayeHus Tepanuu.
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Abstract

The publication presents a clinical case of hereditary hemorrhagic telangiectasia in a woman of 75 years. In the first part of the article, literature
data on the incidence and features of Rundu-Osler-Weber disease are presented, modern diagnostic principles based on the Curagao criteria
(1999) are reviewed, which allow to define the diagnosis as “reliable”, with three criteria, “probable” — with Two criteria (most often the
family nature of the disease and spontaneous nasal bleeding) and “doubtful”, with one criterion of the above. Methods of treating hereditary
hemorrhagic telangiectasia are considered, the authors draw attention to the fact that the choice of the method of therapy depends on the degree
of damage to the target organ. Symptomatic methods of treatment suggest slight relief for patients, but hereditary hemorrhagic telangiectasia
remains a progressive, severe and potentially life-threatening pathology. The second part of the article presents a clinical observation with
late verification of the patient’s P., 75 years of age. The data of medical history, including anamnesis, catamnesis, photographs of macro- and
micro-preparations are given. The presented observation illustrates the severe course of hereditary hemorrhagic telangiectasia, manifested by
severe hemorrhagic syndrome, due to vascular malformations, the gradual involvement of internal organs in the pathological process with the

formation of arteriovenous shunts, aneurysms. The manifestation of hereditary hemorrhagic telangiectasia in the described clinical case was

*Konrakrbl/Contacts. E-mail: shakaeva@inbox.ru




Apxub BHyTpeHHei MeAnumHbl @ Ne 4 © 2017 PA3BOP KAMHUYECKUX CAVIAEB

manifested as abundant nasal, uterine bleeding, skin telangiectasias, followed by involvement in the pathological process of the lungs, organs of
the gastrointestinal tract. The authors were able to observe a variant of the course and manifestation of visceral vascular anomalies. This clinical
case illustrates the need to take into account the totality of all the symptoms of the disease in hereditary hemorrhagic telangiectasia for early
detection of the disease, dynamic observation of the patient and the timely administration of therapy.
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Hb — remornobuna, 'KC — rarokokoprurocreponppt, HI'T — nacaepcrBennas remopparmaeckas reaeanrnakrasusi, XCH — xponudaeckas cep-
A€THasA HEAOCTATOTHOCTD
@ o

Bonesun Panpo-Ocaepa-BebGepa, HacaepcTBeHHAs — I'MIKTA3WUM, BUCLIEPAABHBIE IIOpPaKEHUA, AyTOCOM-
remopparudeckas rteneanrmakrazus (HI'T) — Ha-  HO-pOMMHAHTHBIN TUIT HACACAOBAHWS W CEMEMHBIN
CAEACTBEHHOE IIOPA’KEHHME KPOBEHOCHBIX COCYAOB,  Xapakrep 3aboaeBaHuA. NaHHbIE IIPU3HAKU I103BO-
[IPOSIBASIIONIEECST MHOKECTBEHHBIMI TEACAHIMAKTA-  AUAW OIPEACAUTH AMATHO3 KaK (AOCTOBEPHBIT, IIPU
3UAMH U TeMOPPAruIecKUM CUHAPOMOM. COTAaCHO — HAAUYMU TPEX KPUTEPUEB, (BEPOATHBIN) — C ABYMA

pesyabrataMm wuccaeposanusa OB, AuBanpoBckoro  KpurepmAMH, dallle BCErO 9TO CEMEMHBIM XapaKTep
(2007), HI'T macaepyeTcss HpeMMyIIECTBEHHO 110 3a6OACBAHMS U CIIOHTAHHLIE HOCOBBIE KPOBOTECICHYIS

ayTOCOMHO-AOMUHAHTHOMY THITY, YTO IIOATBEPK- W (COMHUTEABHBIND, IPU HAAMIUN OAHOTO KPUTEPUs
AeHO B 87% caydaeB, OTCYTCTBUE yKa3aHUI Ha Ha- W3 BbIIIEIEPEeINCAeHHbIX [I].

caepcrennbiin xapakrep HI'T mosker 6biTh cBA3aHO

co crionTanHeiMu caydasamu [3]. Yacrora Berpedae- 1o pammbiM anteparypsl, 9QPEKTUBHOTO CPepcTBa
moctu HI'T onrenmBaercs kak 1 caygan va 50 toicsuy  reparmu HI'T Ha ceropHsInumi AeHb He CyIIlecTByeT
HaceAeHMs, U3 Apyrux ucrodnmnkos — 1:2351, mpu  [2]. Bet6op Meropa Tepanmum 3aBUCUT OT CTEITEHU I10-
aroM 3ab0oAeBaeMOCTb He 3aBUCHT OT 1ora [3, 4].  paxkenwms oprana-mutiiern [11]. Cumnromarnaeckue

CpepHssi TIPOAONKUTEABHOCTb JKU3HU TIAITMEHTOB ~ METOABI ACYCHUsS, B TOM 4YUCAe d3MOOAM3AIIUS apTe-
¢ HI'T amxke, B cpaBHeHUU ¢ OOIIEW MOMYASIIMEN  PUOBEHO3HBIX MaAbOPMAIIUI, IMPEAITOAATAIOT He-
[7]. Manudecramusa 3a60AeBaHUsA MOXKET HA4aThCS 3HAYMTEAbHOE OOAErYeHrEe AAS HaimedTos, Ho HI'T

B AI0GOM BO3pacre, OAHAKO IIPOSBAECHUS 3a00A€Ba-  TaK M OCTAETCS [IPOIPECCUPYIOLIEH, TSKEAON U I10-
HUSI UMEIOT KOPPEASIIMOHHYIO 3aBUCUMOCTh C BO3-  TEHI[MAABHO OIACHOM AASL JKU3HM Iarororueit [5).
pacrom narimenTos [6, 10]. ITo pesyabraram uccae- — DKCIIepUMEHTAAbHBIE AAHHBIE Y HEKOTOPbIE KAUHU-
aosarus C.Sabba (2006), nuk cMepTu MAllMEHTOB,  YECKUE KCCAEAOBAHUS I10KA3bIBAIOT, YTO TEPAITU,
gpu popurean He crpaparn HI'T, nacryman B Bozpac- — HampasAeHHAas Ha CTAOMAM3AIINIO aHOMAABHOT COCY-

re 70-79 aer. OpHAKO y MAITMEHTOB C OTATOMIEHHON  AMCTOM CETH, MOKET UMETbh HEKOTOPbIE IIPEUMYyIIie-
HACAEACTBEHHOCTBIO IPOAOAKMTEABHOCTh >Kku3HM  crBa B Aedenun HI'T, B wacTHocTH, ncrionb3oBanue
cocraBasra 63,2 ropa, 1Mo CPaBHEHMIO CO CPEAHEHM  TAKMUX IIPEIIapaToB, KAK TaKPOAMMYC, GeBarimusymald
IIPOAOAKUATEABHOCTBIO KU3HU B (0 Aer manmenToB  u IFN-a, o6rapamoinmx aHTHAHTHOTEHHOM aKTHB-
6e3 OTATOIIEHHOTO CEeMEMHOTO aHaMHe3a. Psp aB-  HOCTBIO, pPacCcMaTPUBAECTCS B PIAE MCCACAOBAHUI
TOPOB BBIACASIIOT paHHU Nk cMeptu B 50-netHem  [5, 8, 11].
BO3pACTE, CBSI3AHHBIN C OCTPBIMU OCAOKHEHUSIMU 3a-
6oAeBaHMs, KOTOPBIE MOTYT Pa3BUTHCA U B Bozpacre  llpeararaercs KAMHMYEeCKOe HAOAIOACHUE C ITO3AHEN
60-79 aAet, B AOTIOAHEHNE C PA3BUBIIMMUCS XPOHU-  BepudUKaliuern 3a60ACBaHMA.
qeckuMu 3aboreBanusmMu [12].

15 auBapsa 2016 ropa maumentka I1., 75 aer, ocry-

Kanmamdaeckuit pe61oT 3a60AcBaHUA, Kak IIPaBUAO,  IIHMAA B OTAGAcHUE reMaTorornn O6AacTHON KAMHU-
MPUXOAMTCS Ha MTOAPOCTKOBBIN BO3pacT u nposBasi-  deckoit 6oabuuiisl (OKB) r. Kaparanasr ¢ skano6amu
€TCA OIM30AaMU HOCOBBIX, JKEAYAOYHO-KMILIEYHBIX  Ha PELMAUBUPYIOIIUE HOCOBbIE KPOBOTEUYEHUS, KPO-
KPOBOTCYCHUI, OOUABHBIMU MCHCTPYAIIUAMY; Y T1a-  BOTCUCHUA M3 aHIMOM, OABIIIKY, BO3HUKAIOIIYIO I1pK
IIMEHTOB Pa3BUBACTCA IIOCTTEMOPPATUYECKAs aHe-  HEOOABIION (PU3UIECKON HArPy3Ke, BBIPAKEHHYIO
must [12]. cAa60CTh, KaIlleAb C HEIIPOAYKTHUBHOII MOKPOTOM, OT-

€YHOCTDb HIZKHUX KOHEYHOCTEA.

Mast obecriedennss BbICOKOTO YPOBHS KAUHUYECKO-

IO pacIlO3HaBaHUsI, HE IPUBOAAIIIETO K rurieppuar- V3 anamuesa BbIsICHUAOCH, 4yT0 Manudecrarus HI'T
HOCTUKE, rpynron yiensx, Bo raase ¢ C.L. Sholvin,  passuaace B Bozpacre 45 arer. [ToMumo HOCOBBIX KpO-
ObIAU pa3paboTaHbl COBPEMEHHbIE AUATHOCTUYIECKUE — BOTEYEHUN HAOAIOAAAMCH MAaTOYHbIE KPOBOTEYEHMUS,
[PUHIIKIIBL, OCHOBaHHble Ha Kpurepusx Curagao  IPEAIIONOKUTEABHO U3-32 HAAUYUS aHTMOMATO3HBIX
(1999); Kk HUM OTHOCATCS: CHOHTAHHbBIE, PELUAUBU-  U3MEHEHUMN ITOACAU3UCTOTO CAOS MaTKU. NaHHbIX
pyIOLIIiE HOCOBbIE KPOBOTEYEHMS, KOJKHbIE TE€A€aH- O HPOBEACHUU OUOIICUU DHAOMETPUSA HET. YIUThIBast
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HaAUYHC CEMECMHOTO aHaMHE3a: y MaTepPU U CECTPBI
6oapHOM ObiA Bepuduimposan anaraos HI'T, ot oc-
NOKHEHUM KOTOPOTO oHU yMepAau, 6oapHas [1. 6bira
B35TA HA AWCIIAHCEPHBIN yIeT y TeMaTonora ¢ Aua-
ruozom HI'T — na ocHOBanuny HaAWYUA TIATU KPU-
repues Curagao.

B arpeae 2008 1. B Xope 0MepeAHON TOCITUTAANZAITUN
Ha poHe reMoppParunIecKOro CUHAPOMA, Y IMAIJUCHTKI
pasBunach HedpomaTus ¢ TPAH3UTOPHBIM IIOBBIIIIC-
HueM KpeaTuHuHa A0 0,5 MMOAB/A, IPOBOAMAKCEH CE-
AHCBI TEMOANAAN3A. DTIN30AUIECKH, AO 2-3 pa3 B TOA,
[I0OCAE€ KPOBOTEYEHUS Pa3BMUBAAACh AHEMMS, HOCHUB-
I1ast ITOCTTEMOPPATUIECKUI Xapakrep. Y IMarneHTKN
HabAIOAANACh KAMHHUKA CEPACTHO-AETOIHOM ACKOM-
[IEHCALINY, TPAH3UTOPHON a30TEMUM, HAPYIICHUA
CEPAETHOIO PUTMA B BHUAE JKEAYAOIKOBOW IKCTPACHU-
CTOAUHM, MAPOKCU3Ma MEPLIATEABHOM TaXUapUTMUU
¢ BoccraHosAaeHueM purma. K reparnmm nopkaoda-
AVICh HUTPATHI (KaPAUKET), METUAKCAHTUHBI (Ha ITPHU-
€M KOTOPBIX Yy MAIlMEeHTKN OTMEeYeHa aAAepPTUIecKas
pPEAKIIUS B BUAE OTEIHOCTU TE€AA U BBIPASKEHHON I'0-
AoBHOM 60an). Ha dome KoMIAeKcHON Teparmu co-
crosiame naruenTky L. yaydaimaocs: perpeccuposan
aHEMUYECKUI cHAPOM (ypoBenb remorno6una (Hb)
nosbicuAcs A0 114 r/A), yMEHBIIUANCH TIPOABAEHUS
CEPACTHO-ACTOYHON AEKOMIIeHcalum, ObIA BOCCTa-
HOBACH pPUTM, HOPMAaAM30BAACSH YPOBEHDb KPEATH-
HuHa. Torpa ke, 110 TOBOAY IIUTOIIEHUH, TIPOBEACHO
MCCACAOBAHME MUEAOTPAMMBL — ITATOAOTMYECKUE
M3MEHCHUA B KOCTHOM MO3re oTcyTcTBYIOT. ITo pan-
ubim MDA y nanmentku soisisaeno naanane HBsAg.
B tedenune 4 mocaepyrorux Aet y marueHTRH 1
OTMEYaNaACh TCHACHIIUA K YTKCACHUIO TCICHUS 3a-
GOAEBAHI: YBEAMMUANCH DITM30ABI HOCOBBIX, JKEAY-
AOYHO-KMIIIETHBIX, MAaTOYHBIX KpoBoTedeHum. I[lpu
[IPOBEACHUN KOMIIBIOTEPHOI TOMOrpaguu OpraHoB
rpyaHoi moroctrd B 2012 r. y marnenTku 11. BeriBAeH
yqacTok mHeBMoGubpo3a, PacIiieHEHHDbIN A€Yall[uM
BpaIOM Kak IposABAcHUE aucTpoduu Ha GoHE cocy-
AUCTOM MaAbPOPMALIUK B ACI'KHX.

B sauBape 2016 ropa mamumentka Il rmocryrmnaa
B 9KCTPEHHOM IIOPAAKE B TSXKEAOM COCTOAHUU C Pe-
LUAUBUPYIOIIUMU  HOCOBBIMU — KPOBOTEYEHUAMU
1 KPOBOTEUYCHUSAMU M3 aHIMOM, PACITOAOKEHHBIX
Ha KOHYMKAX IAAbIIeB 00€MX PYK, [IPU3HAKAMU Bbl-
paskeHHOTO aHneMmdeckoro cuappoma (Hb — 67 r/a,
IUIIOXPOMUS, OAEAHOCTb KOXKHBIX ITOKPOBOB U BHU-
AUMBIX CAM3HCTBIX, 3HAYUTEABHOE CHVDKEHHUE TO-
AEPAHTHOCTU K (PUBNYIECKON Harpyske), HaAmdIneMm
3aCTOMHBIX M3MEHEHUIN B ACTKUX (BAQKHBIE XPUIIBI
B HIDKHHMX OTAEAAX), OTEKOB HIKHUX KOHEIHOCTEH.
Cpeant 0O'BEKTUBHBIX IIPOABACHUI OCHOBHOIO 3a-
60AEBAHUA — AHIMOMATO3HBIC Y3CAKU Ha KOHYMKAX
maaeieB obeux pyk. B remaronrormveckom orpene-
HUU [IPOBEACHA '€MOCTATUYCCKAsA, aHTUOAKTEPUAAD-
Hasl, ALYPETUIECKAS M FTeMOKOMITOHEHTHAS TEPATIHL.
Ha ¢downe tepanuu, mpoBopumon B Tedenue 14 aHer,

O0TM€Yarach OTHOCUTCABHASA KOMIICHC ALV aHEMUYC-
ckoro cunppoma (Hb — 82 r/a), ymenbimaucsy mpo-
ABACHUSA I'€MOPPATUICCKOI0 CUMHAPOMA, OAHAKO OT-
CYTCTBOBaAA IIOAOKHUTEABHAA AMHAMUKA B TCUCHUC
XpoHM4IeCKon ceppednont HepocrarodHoctu (XCH).
BosMoskHOCTH Teparnny 6bIAM OrpaHWUYEHbBI, YIUThI-
Bag CTAAUIO ACKOMIICHCAlIUM, YKa3aHUE B aHAMHE3E
Ha IOAMBAACHTHYIO A€KapCTBEHHYIO aanrepruto. 1la-
nuenTka I1. AoroAHUTEABHO ITOAYYara TAIOKOKOPTH-
kocrepoupbl (I'KC), Hurparel, auyperuku, Kapamo-
TPOIHBIE Ipernaparel, okcureHorepanuo. Ha done
Ha4aTOM KOMIIAEKCHOM Tepalny COXpaHAAACh BbI-
paxennocts XCH B BuAe OTEYHOCTH HIDKHUX KO-
HEYHOCTEN U 3aCTOMHBIX IIPU3HAKOB B MAAOM KPyre
KPOBOOOGpAII[eHUS.

28.01.2016r. Ha yrpeHHEM 00XOAE ITaljeHTKa Oblra
obHapyKeHa B 6€CCO3HATEABHOM COCTOAHWU, HA I10-
IBITKA yYTPEHHETO IPOOYKACHUSA HE pearnpoBaia.
[Ipu ocMoTpe Ha MOAYIIKE CAEABI IIEHUCTOM MOKPO-
ThI po30BOro msera. lIpoBepeHHbIe peaHUMaIIMOH-
HBIE MEPOIIPUATUA ObIAM OE3YCIIEIITHbI, KOHCTATHPO-
BaHa OGMOAOTUYECKAst CMEPTb.

B pesyabraTe 1poBepeHMS 11aTOAOIOAaHATOMUYECKOM
aKcriepTussl ObIA TTOATBepKAeH panarHo3 HI'T; npwu-
qpHOM cMeptu manueHTku 1. mmocaykuam ocrpas
CEPACYHO-COCYAUCTAS] HEAOCTATOIHOCTD, TI€PUBACKY-
ASIPHBIH, [1€PUITEANOASIPHBIN OTEK TKAHU MOAOBHOIO
mosra. [lpu ayroricum oGHaPYKEHBI ITUPPOTUICCKIE
M3MEHEHUS TEYCHH, a TaKKe MHOKECTBECHHBIE KPO-
BOUBAUSHUS B CAUBUCTYIO JKeayaka (doro 1).

AHaAU3 TTIOAYICHHBIX PE3YABTATOB MTOKA3aA, 9TO Y I1a-
nuerTku [1. orMedaroch MOCTENeHHOE BOBAECYEHUE
BHYTPEHHUX OPTaHOB B IMaTOAOIMYECKUI IIPOIIECC:
Tak, ¢ 45-AeTHEro Bo3pacra OTMEIAAUCH IIMU30ABI

Domo 1. Maxponpenapam. Muoscecmeennvie
KPOBOUSAMAHUA 8 CAUIUCTILYI0 1 TLODCAUIUCTILYI0 HCeAYOKA.
Foto 1. The multiple hemorrhages in the mucosa and
submucosa of the stomach
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MATOYHBIX KPOBOTEYCHUM, 9YTO CBHUACTEABCTBYET
0 ITOpayKEeHUM COCYAOB MaTKu. B Bo3pacre 67 aer pas-
BUAACh HedpOTIaTHs, 9TO, BOZMOKHO, OBIAO BBI3BAHO
HaAWYMEM apTCPUOBEHO3HBIX MaAb(opMmariuil cocy-
AOB IIOYEYHONM TKAHU C HOCACAYIOIINM HAPYIICHUEM
LUPKYASALIMM KPOBU B COCYAAX ITOYUEK, MIIIEMUYCCKU-
MU IIPOSBACHUAMU M HAPYILICHUEM BBIACACHIUS MOUL.
B paapneriiieM, HaOAIOAABIIASCS CEPACIHO-AETOTHAS
ACKOMIIEHCAIsA, B Bo3pacre (1 ropa, Ha HAIIl B3TASIA,
SABASINACH CACACTBUEM IIOPAKECHUSA COCYAOB ACTKUX,
PACIIONOKEHHBIX IE€PUOPOHXUANBHO, UTO BIIOCACA-
CTBUM MOATBEPAUAOCH AAHHBIMU MOP(POAOTUIECKOTO
nccaeposanus (poro 3).

Hapyriennsa putMa MOTAM UMETh TETEPOTCHHBIN Xa-
pakTep: Kak Ha (OHE pPa3BUBAIOIIEHCA CCPACTHON
HEAOCTATOYHOCTH, a TAKKe ObITb CACACTBHUEM CTPEC-
ca, $apMaKONOTHIECKOTO BO3ACHCTBUA WAU aHE-
MUYECKOTO CHUHAPOMA, UTO COOTBETCTBYET AQHHBIM

A.B. [Ileraosa [4].

[THeBMopub6pO3, BBIABAEHHBIN ITOCPEACTBOM KOM-
npoTepHON ToMorpadum B 2012 ropy, BeposATHO,
SABASACA CACACTBUEM HAPYIIICHUA BCHTUAAIIMOHHO-
1epPy3MOHHOTO COOTHOIICHUA B BUAC CHIDKCHUS
rneppy3un MO0 aHOMAAbHO-U3MEHEHHBIM COCYAAM
ACTKHUX, YTO B AAQABHCHIIEM IIPUBEAO K MIIEMUU
ACTOYHON TIAPCHXUMBI C IIOCACAYIOIIMM HCXOAOM
B pubpo3s. [Tomumo aroro, BcaepcTBUE MOPDOAOTH-
4ECKOU U PYHKIIMOHAABHON HECOCTOATEABHOCTH ap-
TEPUOBEHO3HBIX MaAbPOPMaAIIUIT CTEHKA COCYAA TIPU
AQHHOM HO30AOTUH OTAUYAETCS CBOEH XPYIIKOCTBIO.
Penmausupyiomnine HeoOUABHBIC KPOBOTECYCHUSA N3
COCYAOB AEIKMX MOTAU IIPUBECTH K (HuOPo3uposa-
HUIO TKAaHW BCAGACTBUE OPraHMU3allny reMopparmie-
CKOT'O BBIIIOTA, YTO COOTBETCTBYET AQHHBIM AUTEPA-
Typsr (1, 4, 10].

AHaAn3 ayTOIICHITHOIO Marepuajra nangueHTku [1
BBIABUA I[IUPPOTUMECKME U3MEHEHUA II€UYCHH, d TaK-
JK€ MHOKECTBEHHBIE KPOBOMBAMAHUA B CAU3HCTYIO
skeaypka (dboro 1), aro xapakrepro aas HI'T. Tup-
pPO3 IEYeHU, BEPOATHO, UMEA CMEILIAHHBIN XapaKTep,
TaK Kak [TOMUMO TEACAHTHIKTA3UN KAlIUAASPOB I1e-
4eHH, maToraHoMoHnYHbIX AAg HI'T, y 6oabHOM nMen-
cs1 xpoHumdeckuit BupycHsiii rerratut B u XCH [1].

Mopdororuuecknit aHaAu3 MoKazaa HaAMYMe T1opa-
SKEHUSI BHYTPEHHUX OPTAaHOB B BUAE aHIMOMATO3HO
PACIIMPEHHBIX COCYAOB IUITIEBOAQ, AETOYHON TKa-
uu (poro 3, 2), nevenn (Goro 4) M TOHKOM KUIITKU

(dporo 5).

Takum 06pazoM, MPEACTABACHHOE HAOAIOACHUE UA-
AIOCTPUPYET TKEAOE TEICHUE HACAEACTBEHHOU Ie-
MOPPArUIECKON TEACAHTUIKTA3UM, I1POSBUBIIIENCS
BbIPAKEHHBIM T€MOPPATUICCKUM CUHAPOMOM, BCAEA-
CTBUC COCyAI/ICTbIX MaAb(l)OpMaLlHﬁ, IIOCTECIICHHBIM
BOBAECYEHMEM B [TATOAOTUIECKHUI MTPOI[ECC BHYTPEH-

HIX OPraHoB ¢ pOPMUPOBAHMEM B HUX apTePUOBE-
HO3HBIX INYHTOB, aHeBpu3M. Manwudecranms HI'T
B OIMCAHHOM KAMHHMYECKOM CAy4ae IPOSBUAACH
B BUAC OOUABHBIX HOCOBBIX, MAaTOYHBIX KPOBOTECUC-
HUM, KOXKHBIX TEACAHTUIKTA3UM, C IMOCACAYIOIIUM
BOBACYCHIEM B IIATOAOTMYECKUI IIPOIIECC ACTKUX,
OPTAHOB JKEAYAOYHO-KUIICIHOIO TpaKra. Mbl cMOrAN
HabAIOAATh BAapUAHT TEICHUSA U IIPOSIBACHUS BUCIIE-
PaNBHBIX COCYAMCTBIX aHOMaAmil. B 1jeasx panmero
BBISIBACHUS 3a00A€BaHUsA, AMHAMUYECKOIO HAaOAIOAE-

HHUA 1 CBOEBPEMEHHOTO HAa3HAYCHUS Teparuu IIpu
HI'T, Heo6XOAMMO YIWUTBIBATH COBOKYIIHOCTb BCEX
CHMIITOMOB 3a00ACBaHUA.

Domo 2. [lamororueckn pacumpennvie cocyovi
CTeHKI NLe800a (MHONCECTBEHIbIC TIeACANT UIKTILASNM
100cAn3UCIoro caos cmenku nuijesoda) X150

Foto 2. Abnormally dilated blood vessels of the esophagus
wall (multiple telangiectasia submucosal esophageal wall)
x150

Domo 3. Aurnomamosrvle nameHenns 8 MKAHI AETKUX

(Mm0dCcecTIge b TEACAHTUIKTIAIUN, PACTIONONCCHHBIC
nepuoponxnaivio) X150

Foto 3. Angiomatous changes in the lung tissue
(peribronchial located multiple telangiectasia) x150
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Domo 4. Tereanrnakmasnn Kanuarapos newenn
Ha (ore yupposa (Hapyuiero 6arounoe cmpoerne,

o6paszosanme A02cHbT JoAeK, Y3206 perenepanun) x150
Foto 4. Liver capillaries telangiectasia on the background
of the emerging cirrhosis (broken structure of the beams, the

formation of false lobules, regeneration sites) x150

Domo 5. Muoscecmesenmuie noanokposHoLe
MeACANTUIKTLAZUN 8 TLOOCAUIUCITIOM CA0C TMOHKOIL
kuauxn X150

Foto 5. Multiple full-blooded telangiectasia in the
submucosa of the small intestine x150
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