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ToBu yTra: Yumacaain: Tepesxuii Iycapxar TelnaHruoskras O0yroy Pannbro-
Bebep-OcnepuiiH XaMIIMHXX Hb ayTOCOM JIOMHHAHT Oaliyaap yaaminaar
CYZIaCHBI OMI3T. DHA SMI3TUIH Y€/ CyAaCHBI XaHa LYJIX UK, yIMaap XarapcHaac
caJicTaac Iyc Iyypax Oaifiuiaap myc rooxumroil Oonox 6a OaliHIBIH Iyc
LIYYP3JIT Hb TOMOD AyTarajbIH Iyc Oaranantany xypraaar. CynacHbl XaHaHBI
LYJIXUHANT ©0puIenT ra3ap aBax yel XOMO0OX IIAICHUH 3aM, YYIIUTHAac Iyc
anjgax, TapXUHJ LYC XapBaX 33p3r XYHAPAT WpIdr 3opmiaro: bun myc
GarananTaap widpcaH Pannpro-Bebep-OcnepnitH XaMIIMHK, XIBIIUHK 2-UHH
TOXHMOJIIJIBIT TaHUILyylaxaap 30punoo. Cyaajraannl X3p3nIdIA3XyyH 0a
apra 3yii: Onomnoroonsa Curacao-uiiH manryyp y3yymnradp “Pangsro-
Bebep-OcnepuitH” XaMITMHXUAT OHOIIWIDK, TCHETUKUIH [IHHKUITIIHUHA
©0OPWISNTOH YHIICIDH ©BOPMOI] X3B MIMHXKYYIUIT €ep XOOPOH] Hb SUITaH
nyis. Toxuonmod: 58 HacTaii sMarTail. Ye ye xampaac Iryc TooXmxK, OyiiHaac
Lyc HIYYPAST TI3COH 30ByypbTail. Y3IOIT 3aBbXK, HYAHHUI CalcT, rapbiH
CapBYYHBI IOTOP X3Cr33p cynacHbl eprecent axxuniarnada. ACVRL1-renuitn
MyTan WIpCcHIp PaHnpro-Bebep-OcnepuitH” XaM [IMHXK, XIBIIHHXK-2
6omox Hb TorrooracoH. Jyrmaar: XaMmpaac Iyc TOOKHX, XOZ0O IIA3CHUN
3aM OOJIOH cajicTaac HIYypax Oailyaap Iyc ajnax Hb apbCcaH J33p CyNACHEI
XaHaHbl IYJIX3H YYCOX33C WIYYTOH TOXMOJIOX IIMHXK Oereeja apxar Iyc
IJaNT Hb TOMOP AYTar[UIblH Iyc OarajiantaHj Xypragsr J(9spX mImHXyyX
WIBPCIH TOXUOJIAOI CAIICTHIT CalTap MIalrax, CylacHbl OaliuIbIT YHAIIIX Hb
OHOIIMIH a4 X0JIOOTIOITOM.

Yumaema: Tepenxuiin mycapxar tenanrnoskras (TLT)
Oyroy Pannpro-Bebep-Ocnepuitn xammmmk  (PBOXIII)
Hb ayTOCOM JIOMMHAaHT Oalanaap ygaMmiijgar CyJacHbI
smrar. CymacHBI XaHa HHUMIIPY 3CBIT LYJIXHIXK yamaap
XarapcaHaap cajcraac Ifyc IIyypax Oaiijuaap myc anmax
0a OalfHrBIH apXar IyC HIYYP3JIT Hb TOMOp NyTar[UIbIH IIycC
baramantang xypranar. 100 000 xyH amy 3H? SMraruidH 1-2
TOXHONA0T WIdPASL.' Huiit ToxuonmieiH 96%-1 cancraac
yc myypasr. Tanraspuiin 75%-a b 20-30 TyyH?3C A3311
HacaHJ{ Hb apbC, CalCT I93p CYNACHBI Oprece, LYIXHIIT
xapargnar. CynacHbl XaHaHbl LYJIXUHIT ©epwienT Hb
yyumr (30%), smar (30%), 6eep Ooxon Tapxunsl (10%)
CYICBHIT Xamapy 00JI0X 4 TapXHHJ IIyc XapBax apcadi 1%-
nac 6ara.>® PBOXIII-uitn uxsuxu toxuoimong TGF-B1-
nir eepree Xon00X yypar OyXuil SHIOTENUHH MeMOpaHbI
MHTErpajl [IMKONPOTEHH 000X SHAOIIMH IeHUIT KOJJIOrY
ENG renuiin scuifH TagHax X3carT ¢pamemmdT MyTar
YYCCOH?3C CyAacHBl SHAOTENb ICHUMH OCONT XyBaargal
30ICCOHOOC, HOXOH TOIDKWIT Hb Oyypd, CydacHbI

XaHaHbl, OyT3I YHJI axwiuiaraansl OypsH OyTaH Oaiiman
anjarjganaact 1myc rOOXHMTION GONIOT.

PBOXIII-uiir cynacHbI SHIOTEIUIHH OypIH OYTIH
OalmmbIr angarnyynk Oaiiraa TeHHMHH MyTall, SMHJI3YHH
WIPAIIZP Hb 4 XIBIIMHXKUA AATaX Y3A3L XABIIMHX-1
Hb ENG-renuiiH mytamaap Hexuenager4 HWxsHxua»?
SMAITIHYYYASN TOXMONAOX Oa yyIIUr, TapXuHI Iyc
xapBax 9pcadaTdd. XoaBmuHxk-2 Hb ACVRLI-renunitn
X3BUIMHX-3 Hb ©CONTHHH surapiblH XyduH 3yin (GD-
F2)-nitn myranraii xonbootol yycax 6a sH3 2 X3m03p
UXPHXMIDD OJBTHHUH  Xypaaryyp-tapaaryyp CyJdacHBbl
OyTuuiin eepunenteep (maliformation) nmpmar.’

XoBunHk-4 uiH yen SMAD4- uitH mytan
WDRPASL.6 DH3 X3M03p ecBep HacHBl XYYXIYYIUHH
JIYH/ TOXHMONAOX 0a X001 OOJOBCpyynax 3aMz OJIOH
TOOHBI CYIACHBI YPrauryya Widspasr. TOXHOMIIBIH XyBb
xoBIIMHXK-1 30HXMI0X (61%) 6a ACVRL-mifH myTtan
37%, GDF2-unitn mytauu 2%, yaacssa Hb SMAD4-uitn
MyTal WI3PHA.>* DMUMIr39H] X3CAT Ta3pbIH LYC TOTTOOX
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SMYMIITIAT XUAAAT. XaMpbiH IABTaH IyC alANTBIH Yel
YHMX33C TaBUXaac TajiHa XdCAT ra3ap TYJIIT XUHaar. XyHI
XINMOIPHUUAH 1yC TOOKUITBHIH YeI TPAHEKCAMHHBIT XOHOIT
3rp, MeH Tamokcupenuir 20mr-aap xapanmaar. CyyauiH
YCeHIH CymairaaHbl TYHTYYII3C XapaxaJ OuBaku3ymad
Oyr0y aBaCTUH MOH TUTaHWJI (ocdar Kajauiir TypumiTaap
X9PAMIICOH Hb Yp AYHTII Oaitna.’

Toxuonmon: 58 Hactail »Mmar™i. Ye ye xampaac Iyc
TOOKMHO, IIYJ yraax yen OyiiHaac Iyc LIYYpHD. saapy
CyJIbJIaHa TACOH 30BHypaap SMHAJIAIT XaHACaH. Y3J3r33p

3aBbX, HYJHHMH CaJICT, rapblH CapByYHBI JOTOP X3CII3p
Omumn cyacyyn eprecex, mynxuiican (3ypar 1). Dmsr
JINYY, TyHrajarblH 3aHrwiaa TOMIYH. AcyyMKup
XaMpaac Iyc TOOXHX, OyHJHaac Iyc IIYypaX Hb Oara
3alyy HacHaac axuriarguar Oabican. lanrtraanryit myc
OaraganT OHOWIOOP 3 XUJIMHH OMHe X000 JypaHiaax
yen mandapxaid YYCoxK IyC ajlicaH I'ICOH OTYYIIMKTIH. 2
yaaa )KUpIMCIDK, 2 yaaa TepceH. Tepex yen myc angair
axuriargaaryi. TyyHuit 23 Hacraii 0ara OXUHI Hb apbC
CaJICT 139D CYJACHBI ©PreceiT MYJIXHIWIT WIDPCIH , IIBY
07I00T00D IIYC TOOKUX IIUHK aKHUITIaragaaryi.

3ypar 1. Panabio-Bebep-OciiepuiiH XaMIIMHK OHOILIOTACOH A33PX TOXHOJI0J1]
Y3JI3133p rapbiH CapBYYHBI I0TOP X3¢€3T, AMHbI XOHIMH X3J1 3aBbiK, HYAHU
CaJICTBIH OUYNJI CYICYYH Oproce, yJXuiicddoH Oaiina.

3axplH IyCaHJ XOHI'OH 33pIMiH MHKpPOLUTHIH
TOIDKMITTH 1yc Oaramant mwmpesn (Hbl108rp/m, MCV
760, perukymonut 1.8%), SMATHWEA Y axmuiaraa
X9BUIH, Hitnacuita ¢pepputun Oyypcan (18,5 MkMomb/m).

Xomoox AypaHAaxal ylaaH XOOJIOM, XOZOOAHBI
CYACYYIl eprecex LYJIXHHCIH. Toaocroryroil KOMIBIOTP
TOMOTpa(blH  INUHKMITIBHA BI3T  OOJIOH  TapXHHBI
CyIcaHz OYTIHIH eepwienT widpcaH. OHomuUHT GaraTrax
30pHATOOp  IEHMWH  INUHKWITIIHYYAUUT — XUHXOA.
ACVRLI1-rennitH Myranm wmpcH»p Pannsio-Bedep-
OcnepuiiH” XaM IKHK X3BIIHHXK-2 00JI0X Hb TOTTOOT/ICOH.

Xdammek: DHY IMIOTHHH SMHYIBYHH Tamaap Rendu
(1809), Osler (1901), Weber (1907) Hap aHX TIMAITIH
yina33¢caH Hb 1909 oHooc Pannsro-Ocnep-Bebepuiin xam
ik (PBOXI) rak Hapnarasx 6omk33.” Manait yinceH
XyBbJl OH? OBYHHHA aHXHBI TOXHOAIBIT MOHION YJICHIH
apapiH 3M4  mpodeccop Y.lPpsHHAIMHI OHOLIMIDK,
TOMIPIINK  yaeacon  Gaimar® PBOXI-uitn  sMH3I
3YHH 3ypamiain OJIOH sH3 XYHI XIO3pHiH ImanTraaH
TONOPXOUTYH IyC OaramganT, YYIIHT, XOJOOJ TI3CHUN
3aMBbIH IyC alJaiT, XOBOPT TOXHOJJONX TapXUHI LYyC
XapBazar. OJHD TOXMOJJIOJBIH XyBbJI MaHail KJIMHHUKT
xapmax xypran PBOXIII oHOm caKumiaradsryi OaiicaH.
XaMpbIH IyC aijaiTaap OJIOH JKWIMHH Xyramaada dux
XaMap XOOJIOWH AMUHUIH XsHaNTaHA Oalican 0a Iryc ammax
OYpT?3 XaMapT YMX33C TaBUylax, X3CAT ra3apT TYIYYIdX
SMUMIT?? XUMIMICHIAC XaMPBIH TacaaBd COM3PU LIOOPCOH.

Monxuit Huditon PBOXII-uitH OHOLLIOrOOH.
Curacao-uifH wanryyp y3yyJmauruir Oappmar YyHI:
ApbC cazncT O33p eprecexx NYJIXUHCIH Cyacyys Xaparaax
(1); cancraac ye ye myc myypax (2); TOTOp 3pXTHYYASI
Tapaaryyp-xypaaryyp cyaacHsl eepwienar wip3x (3),
YOAMIUIBIH  OrYYJIMXKTIH Oaiix (4). [9px manryyp
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Y3YYINTYYARIC AOp Xaskk 3 Hb WIDPCOH TOXHUOIAOINT
PBOXIII 6aiiHa rask Y3331, X3B LIMKYYAUAT SUITaH Ty HXUHH
TYIX TEHHIH MyTaubIl WIpYYJaHd.” J93pX TOXHONIONN
sMHAI3YHA Curacao-uiiH IMANTyyp Y3YYIATIIC OXHUM
3 Hp mmpcdH. enetukuitn mmHxuarrdp ACVRLI-
TeHUHH MyTan WpcHp Panapio-Bebep-Ocnepuitn”
XaM [IMHX, X3BIINHX-2 00JI0X Hb TOTTOOTACOH. DH/IOTIINH
TEeHUIH MyTalll MI3PC3H TOXUOJION] YYIIUTHBI CYJacHbI
T3MTAJ WIIYYT3H TOXHONIOT OO aKTUBUH T€HUH MyTall
WIBPCOH YeI yymHraaac Oycax JOTOp SpXTHHH cyaac
WIYYTAH JaBaMralipk raMTiasr OHA toxuosnaony KT-biH
MIMHKUIITIATA3P 3T OOJIOH TApXHUHBI CYJaCHBI ©0PYIIeINT
mmpesH. Cancraac myc Myyp3x Hb 9HD SMIOTHHH YHJCOH
MIMHX 06ree/1 HAC aXWXbIH XUP33P yiaM TYH3THHPIAT.

dyrmaar: Xampaac Iyc TOOXKHX, XOAOOJ TI'A3CHUM
3aM OOIIOH caicraac mIyypax Oaifmaap Ifyc amgax Hb
apbCaH J133p CYAACHbI XaHaHbl LYIX3H YYCIX33C HIYYTIH
TOXHOJIJIOX IIUHXK 06reeJ;l apxar Iyc algainT Hb TOMep
MYTar[uIbIH I[yC OaraganTaHj Xypraadsr. 33px IMHHXYYI
WIPPCOH TOXMONJON CAJCTBII calTap MIairax, cyJacHbl
0aifUTBIT YHAIIPX Hb OHOIIHUIH a4 XOJIOOTOITOM.
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Introduction: Hereditary hemorrhagic telangiectasia (HHT) also known as Osler-Weer-Rendu disease, is an autosomal
dominant disorder characterized by multiple mucocutoneous telangioectasia. Abnormal arteriovenous malformations in
HHT leads to recurrent epistaxix, nazal and gastrointestinal bleeding which causes iron deficiency anemia. Pulmonary and
intracereral bleeding are rare complication in HTT.

Purpose: To present a case of Randu-Osler-Weber disease associated with iron deficiency anemia.

Materials and methods: According to the complains, mucocutoneous changes and signs revealed by physical examina-
tion, the patient was suspected for Osler-Weber-Randu syndrome. Diagnose was confirmed by genetic testing..

Case presentation: 52 years old female came to our clinic with a complain of recurrent epistaxis, fatigue and tiredness.
On physical examination, many mat-like telangiectasias were found on eye mucous, lip vermilions and tongue tip, all of
which suggested diagnose of Randu-Osler-Weber syndrome. Endoscopic examination showed telangiectatic lesions were
distributed on the mucosal surface of stomach and she had an episode of bleeding during gastroscopy 3 years ago. Mild
hypochromic anemia was in complete blood count. CT revealed multiple patchy areas in her brain and ECHO suggested
vessel malformations in liver. ACVRL 1 mutation was detected by genetic testing in the patient which confirmed type 2
of Randu-Osler-Weber disease.

Conclusion: Epitaxis and bleeding from gastrointestinal tract is more common occured rather than mucocutenous telea-
gngioctasia in HTT. Recurrent bleeding leads to iron deficiency anemia. If these symptoms occur recurrently, doctors
need to carefully check the patients’ blood vessels.
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