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AHHOTaums

boaestb PaHaio-Ocaepa—Bebepa, nan HacaeACTBeHHas remopparuyeckas teaeaHrnoaktasumst (HI'T) — peakoe reHeTuueckoe 3aboreBaHue, Ha-
CAEAyeMOe M0 ayTOCOMHO-AOMMHAHTHOMY Tury. XapakTepu3yeTcsi COCYAMCTBIMU AMCIIAA3MSIMM C 0Opa3oBaHMEM TEAEAHTMOIKTa3UM Ha KOXKe,
CAM3UCTBIX 0OOAOUKAX PECTIMPATOPHOIO U MULLEBAPUTEALHOIO TPAKTOB, apPTEPUOBEHO3HBIMU MaAbopmaumsimm (ABM) Bo BHYTpeHHUX opraHax,
YTO MPOSIBASIETCS KPOBOTOYMBOCTbIO. AMArHO3 yCTaHaBAMBAIOT HA OCHOBaHWKM KpuTepueB Kiopacao: CrOHTaHHble peLMAMBUPYIOLLME HOCOBbIE
KPOBOTEYEHMS, HAAUUME MHOXECTBEHHbIX TEAEAHTMOIKTA3MI XapaKTEPHbIX AOKaAM3auUmi, Haamume ABM, a Takxke ceMelHbli aHaMHe3 (YCTaHOB-
AeHHbI anarHo3 HI'T y poacTBeHHuKa 1-i crenenu poacTsa). Tepanust 3a60AeBaHMs HANMPaBAEHA Ha MPEAYNPEXAEHME U KYNUPOBAHME KEAYAOU-
HO-KMLEYHbIX, HOCOBbIX KPOBOTEUEHMI, KOPPEKLIMIO KEAE30AEPULIMTHON aHeMMU. [1epCrnekTUBHBIM METOAOM Tepanmmu sBASETCS NMPUMEHeHUe
MHMMOUTOPOB aHrMoreHesa, B 4acTHOCTHM GeBaumsymaba. B ctatbe MpeacTaBAEHO onmcaHue KAMHMYECKoro cAydast HI'T y xeHuwmHbl 49 AeT ¢
TEAEAHIMOIKTA3UIMMU HA CAU3UCTOM A3bIKA, KEAYAOUHO-KMLLIEYHOrO TPAKTa, a Takke ABM neyenu.
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CASE REPORT

Iron deficiency anemia in a patient with hereditary hemorrhagic telangiectasia. Case report
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Sergei E. Larichev??, Elena A. Lukina

'National Medical Research Center for Hematology, Moscow, Russia;
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3Pirogov Russian National Research Medical University, Moscow, Russia

Abstract

Rendu-Osler-Weber disease or hereditary hemorrhagic telangiectasia (HHT) is a rare autosomal dominant disease. It is characterized by
vascular dysplasia with the formation of telangiectasias on the skin, mucous membranes of the respiratory and digestive tracts, arteriovenous
malformations (AVMes) in the internal organs, which is manifested by bleeding. Diagnosis is based on Curacao criteria: recurrent and spontaneous
nosebleeds, multiple telangiectases on the characteristic localizations, AVMs in one or more of the internal organs, a family history of HHT
(i.e. first-degree relative who meets these same criteria for definite HHT). Therapy is aimed at preventing and stopping gastrointestinal, nosebleeds,
correction of iron deficiency anemia. A promising method of therapy is the use of angiogenesis inhibitors, in particular bevacizumab. The
article presents a description of a clinical case of HHT in a 49-year-old woman with telangiectisia on the mucous membrane of the tongue,
gastrointestinal tract and liver AVMs.
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CASE REPORT

Beeaenue

Bonesur Panpio-Ocnepa-Bebepa, mnn HacnescTBeHHas
reMopparndeckas reneanrumakrasus (HI'T), - penkoe renertn-
Jeckoe 3aboieBaHMe, HAaCTeyeMOe II0 ayTOCOMHO-ZOMIHAT-
HOMY TUIly. XapaKTepU3yeTCs COCYAUCTBHIMU JUCTIIASUAMU C
06pa3oBaHMEM TeleaHIMIKTa3Uil Ha KOXKe, CIM3UCTBIX 060-
JI0YKaX PeCHMpaTOPHOrO ¥ MUIIEeBAPUTEIBHOTO TPAKTOB, ap-
TepuoBeHO3HbIMU ManbdopMarysivu (ABM) Bo BHYTpeHHUX
OpraHax, 4To IpOSAB/IAETCA KPOBOTOUYMBOCTBIO. PacmpocTpa-
HEHHOCTb 3a00JIeBaHMs COCTaB/sieT 1-2 cmydast Ha 5-8 ThIC.
Hacenenusd [1].

Ha faHHBINT MOMEHT HeT eVHOI KOHLIEIINY, OO bsACHSIIO-
el sTuonartorenes HI'T, TeM He MeHee IPUMHATO CYUTATD, YTO
B OCHOBe 3a00/IeBaHMsA JIOKUT IIaTONOTMYECKMIT aHTHOTeHes,
0OYC/IOB/IEHHBINI MyTalsIMU B OJHOM 13 HECKOTbKUX T€HOB
CUTHA/IBHOTO IIyTU TpaHcdopmupyromero ¢akropa pocra-p,
KOTOpBIT peryupyer mnpommbepanyo, nuddepeHunposky,
arnonTo3 ¥ MUTPALMIO K/I€TOK SHAOTeNMA. MyTauuu resa sH-
mornuna (ENG) u perentopa aktuButa A tuna 11 (ACVRLI/
ALKI) BBIABNAIOTCA NPUMepHO B 85% CiTydaeB IIOJO3pEHMA
Ha HI'T u onpepensior passutue HI'T 1 u 2-ro Tuna cooTseT-
cTBeHHO. MyTanun rena SMAD4 BcTpedatorcst pexe (MeHee
2% cny4aeB) u onpepensaior passurue HTT, acconumnpoBanHoit
C I0BEHIWIbHBIM MonnIo3oM. Ha cerogHAIHNI leHb OIMCaHO
6omee 750 marorenusix mytanuit ENG u ACVRLI [2-5].

ITuarnos HI'T MoxeT ObITb yCTaHOB/IEH KIMHUYECKM U He
TpebyeT 0653aTe/IbHOTO reHeTYeCKOro MoATBep>kaAeHna. HI'T
SIBJISIETCSI JOCTOBEPHBIM IIPY OOHAPY>KEHMN IOOBIX YeThIpex
kputepues Kiopacao, paspaboranubix B 2000 r., cumraeTcs
YCTaHOB/ICHHBIM IIPY Ha/IMYUM ABYX U3 HUX [6].

Kpurepun Kropacao:

1. PenupuBupyloe CIIOHTaHHbIE HOCOBbIE KPOBOTeYe-
uusa (HK).

2.TemeaHrnO9KTa3MM TMIMYHBIX IOKaIM3aLMIL: TN (1eKn,
7106, MOf0OPOMIOK), VIIHbIE PAaKOBUHBI, peXe — TPYAb, cruba-
Te/IbHbIe TIOBEPXHOCTY KOHEYHOCTe, ITOYTH BCeT/ja — CIIU3MC-
Tble 060IOUKM HOCA, PTa, TY0 U A3bIKA.

3. Bucuepanbhble ABM (B 71erkux, medeHu, TOI0OBHOM MO3-
e U IMO3BOHKAX).

4. CeMeifHblil aHAMHe3: YCTaHOB/IeHHbI AuarHos HIT y
PONCTBEHHNKA 1-1i CTENeHN POLCTBa.

HecmoTps Ha BBICOKYI0 AMAarHOCTMYECKYI0 3HAYMMOCTb
HaHHBIX KPUTEpUEB, CBOEBPEMEeHHasA IIOCTAaHOBKAa [UarHosa
HI'T saTpypunTensHa. TpygHOCTM AMArHOCTUKY 0OYCIIOB/IEHBI
OTHOCUTE/IBHO PENKON BCTPEYaeMOCTbIO NATONIOTUM M MasIoii
MHGOPMUPOBAaHHOCTDIO Bpayell, OrPaHNYeHHBIMY BO3MOYXHO-
CTAMM MHCTPYMEHTA/IbHBIX METONOB JMArHOCTMKM, @ TaKxKe
IporpeccupyloluM TedeHneM 3abonmeBanus. Tak, Hauboree
YaCTO MEePBBIMM KIMHIYECKUMU IIPOSIBICHUSAMIU OONIe3HN 5B-
naorcsa crnonTaHHele HK, me6rotypyiommue B IOZPOCTKOBOM
Bospacte. ObpasoBaHMe TemeaHrnoskrasuit 1 ABM moxer
3aHMMaTb TONBI U faxKe mecsaTuretus. Ilpu nepsudanom obpa-
menny b B 30-40% cnydaeB ymaeTcs yCTaHOBUTD BEPHBIN
muarsos [7, 8].

CormacHo MexayHapopHoit Kmaccudukanumu 6onesHen
10-ro nepecmorpa HI'T oTHOCHTCS K paspeny 60me3Heit cucre-

Mbl KpoBoobpaienns (I78.0). Ha arare mepBu4HO MeauKO-
CaHMTAPHOJ IIOMOIIM HAILMeHTbl M3-3a OCOOEHHOCTEN KiM-
HIYECKNX ITIPOAB/ICHNMII dallle BCero oOpallaloTcs K BpadaM-
OTOPVHOMAPMHTOJIOTaM, IepMaTOJIOTaM, TepaleBTaM.

Tepanuio HI'T ocylecTB/IAIOT IO CIERYIOMMM Halpasie-
HISIM: KOHTPOJIb HOCOBBIX, K€y AOYHO-KMIIIEYHBIX KPOBOTEYe-
Huit OKKK), Koppexiius aHeMun.

Tepanua HK Hocut nocnepoBarenbHblil Xxapakrep. [lepsoit
nvHuest koHTpoiast HK sBisercss exenHeBHOe yBIaXKHEHNeE
C/IM3KCTOI HOoCa PUSNOIOrndeckuM pactsopom [9]. [ins ocra-
HOBKU HavaBilerocs HK panyoHambHO HavyaTb ¢ TaMIIOHAJbI
HOJIOCTY HOCA, OTZaBast IpeAIIoYTeH)e THEBMAaTNYeCKNM Me-
topaM. IIpy HeOCTATOYHOM OTBeTe PEKOMEHIYeTCs PaccMo-
TPETh TEMOCTATUIECKYI0 TEPAINIO TPAHEKCAMOBOM KICIOTOM
nepopanbHO HauuHasA ¢ 500 MI/CyT ¢ BO3MOXXHBIM IOBBIIIE-
HIeM Ji03bI o 1500 Mr/cyT npu HegocTaToyHOM oTBeTe [10].
A6mALMOHHAS Tepanmusi MOXKeT OBITh IpPMMEHEHa KaK MeTOJ
BpeMeHHOI1 octaHOBKM HK, HO BBUAY KpaTKOCPOYHOro Jieii-
CTBHUSA 3TOTO METOJIA, @ TAKXKe BO3MOXXHOTO Pa3BUTHA OCIIOXK-
HeHNA B BUjAe Nepdopalyy HOCOBON IIePeropofKyu CTOUT
YYUTBIBATb COOTHOIIEHNE IIOIb3bI M Bpefa sl MalMeHTa B
KaXX/IOM KIMHMYecKoM ciaydae [11, 12]. Ilpu TsKenbIx xu3He-
yrpoxatomux HK, He moppamommxcs mpoBOAMMOIL Tepanuu,
MOXKeT OBITb PacCMOTPeHa CENTOAepPMOIIACTUKA, IIOTHOE
yumBaHue Hosgpeit [13].

KKK npn HI'T guarHocTypyioT npu mpoBefeHnn 33o0da-
TOracTPOJIyOleHOCKONNM ¥ KO/MOHOCKomuu. IIpy HecooTBeT-
CTBUU CTEIEHM TsKECTV aHEeMUM U BBIABIICHHBIX M3MEHEHMIt
PEKOMEHAYeTCsl IpOBefieHNe BUIEOKAICYIbHON 9HIOCKO-
nun [14, 15]. IIpegnourutensasiM MetTofoM octaHoBKHY JKKK
ABJIAIETCA aprOHOIIa3MeHHas Koarynauus [16].

Haunb6ornee qactsiM remaronorndeckum nposisnernem HI'T
ABJIAETCS IIOCTIreMOpparndeckas >kene3ofeuIuTHas aHeMus
(KITA), cTereHb TsKeCTV KOTOPOIt BapbUPYeT B 3aBUCUMOCTH
OT MCTOYHMKA U MHTEHCUBHOCTV KPOBOIIOTepy. AHeMMs JIeT-
KO U CpefIHell CTeIleHN TsKeCTY XapaKTepHa /LA MaleHTOB C
nsomupoBanHsiMy HK, B TO BpeMmst Kak TsDKenmasi aHeMMsI Jairje
PperucTpupyeTcs y nalyeHToB, UMEIOLIMX 00/ee OFHOTO UCTOY-
HIKa KPOBOIIOTepU — Kak IpaBuo, codetanne HK ¢ kpoBore-
vennamu un3 JXKKT [17].

JIabopatopHoe 06cefoBaHye MALMEHTOB C aHeMMeil Ha
¢oue HI'T nomumo obuiero aHanusa KpoBu (C MOKasaTesiMu
KOHIIEHTPALlMyU TeMOITIOOMHA, KOMUYeCTBa SPUTPOLIUTOB, MH-
nexcoB MCV, MCH, MCHC, 0THOCUTEIBHOTO 1 aOCOMIOTHOTO
KO/IMYeCTBA 3PUTPOLUTOB) HO/DKHO BK/IIOYATh OINpefe/eHye
KOHLIEHTpallMM ChIBOPOTOYHOro depputuHa. Kmaccndeckas
naboparopHas kapruHa JKIIA xapakTepusyeTcs TUIIOXpOMMeEt
Y MUKPOI[UTO30M 3PUTPOLIVTOB, HOPMa/TbHBIM VIV TTOBBIIICH-
HBIM (M [IPOROJDKAIOIIEMCST KPOBOTEYEHMM) KOTMIECTBOM
PETUKY/IOLIUTOB, a TAKXKe CHIDKEHHEM KOHIEHTpauuu ¢ep-
puruna MeHee 30 Hr/m1. OfHAKO, IOCKONbKY (eppUTHH AB-
ngercA ocTpodas3HOi MONEKY/ION, Hamdye COIyTCTBYIOIETo
BOCIIaJIEHNsI CHIDKAET YYBCTBUTEIBHOCTD 3TOTO MOKa3aTess B
ImarHoctuke fedunuTa xenesa. B atom ciyuae onpenenenne
HOKasareslell TpaHCdeppyHa, OOIIell >Kele30CBs3bIBaOIe
cniocobHocTH chiBopotky (OJKCC) u HachlmeHus TpaHcoep-
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Pp¥Ha >Ke/le30M MO3BOJIAET NONOTHUTETbHO OXapaKTepU30BaTh
MeTaboIM3M >Ke/le3a U VICK/IIOYUTD BAUsAHME BocmaneHus [18].
IMaunentam ¢ HI'T 6e3 aHeMuu 1emecooO6pasHO UCCIEROBATh
KOHLIEHTPALMIO CBIBOPOTOYHOTO (eppUTHHA C LIe/IbIO BBISBIIE-
HIISI Y KOPPEKILMM JTATEHTHOTO fedunuTa >xenesa [19].

Jleuenne JKJIA npeanonaraet pasnnyHble IOAXO/bI B 3aBI-
CUMOCTH OT CTeNleHM TKeCT aHeMMM Y HaJIM4uysA/OTCy TCTBUA
aKTVMBHOTO MICTOYHMKA KPOBOIIOTEpU. AHEMUSA JIETKOM U Cpefi-
HeJl CTeNEeHM TsKeCTU NP OTCYTCTBUU IPORODKAIOLIErOCs
KPOBOTEYEHIsI MOXXET ObITb CKOPPEKTMPOBAHA IIePOPaIbHbI-
MU mpemnaparamu sxeneda. CoBpeMeHHble PeKOMEHJAIN I10
neyennio JKIIA mpeamonaraiT UCIIONIb30BaHMe HU3KO- U Cpefi-
Helo3MpOBaHHEIX (60120 MT a7leMeHTapHOTO JKerie3a B CYTKM)
npenaparos II- uau III-BaneHTHOrO Xene3a B eXeHEBHOM
peXuMe UK B peXXuMe IpueMa depes feHb. DPPeKTUBHOCTD
JIedyeHNs OLIeHMBAeTCsA 4Yepe3 4-6 Heq IpueMa IIpenapaToB
JKeresa Ha OCHOBE AVMHAMUKM KOHLEHTPaLyy reMornobmHa,
KO/NYeCTBa PETUKY/IOUUTOB U IIOKa3aTeld ChIBOPOTOYHOTO
deppurnna [18].

AHeMuA TKENON CTeleHM, Hajnyye IPOJO/DKAOLIEro-
Cs1 KpOBOTeYeHUsI, a TakxKe Hea(p(PeKTMBHOCTD Tepanum Iep-
Opa/IbHBIMU IIpenapaTaMy ABJIAIOTCA MOKA3aHUAMU AL IMIpU-
MeHeHMs BHY TPMBEHHBIX IIpeIIapaToB Xenesa. Vcronb3oBannue
BBICOKOJIO3HBIX IIpemapaToB >kene3a (500-1000 mr 3a mHy-
3110), B 0OCOOEHHOCTI y manyeHToB ¢ npopgonxatommmcs KKK,
uMeeT KIMHUYeCKOoe MIPeUMYIecTBO B Buje 6ojlee 3HA4MMOTO
MIOBBILIIEHNST KOHI[EHTPALMU TeMOITIO0MHa, OBICTPOro BOCION-
HEHVIsI TKaHEBBIX JIETIO JKeJle3a U COKpAlleHNs TOTPeOHOCTH B
reMOTpaHC(y3MOHHOI TepaTINHL.

3amecTuTeNbHblE TPAHCQY3UU IPUTPOLUTCOAEPKAIIUX
KOMIOHeHTOB KpoBy mpu JKIIA mpoBOAAT B MCKITIOYMTENb-
HBIX C/Ty4asX IO CTPOTMM IIOKA3aHMUAM: OCTpas KPOBOIOTeps
25-30% ob6beMa LMPKYIMPYIOLeil KPOBM ¢ BOSHUKHOBEHVEM
LUPKY/IATOPHBIX HapyLIEHNUI, HAIM4IMe CUMITOMOB TUIIOKCUU
JKM3HEHHO BKHBIX OPTaHOB (OCTPBIT KOPOHAPHBI CHHAPOM
U [p.), aHeMMsI TSDKeJION CTeIIeHY C KOHIIeHTpaIyeil reMOIJIO-
6una menee 70 /.

IlepcneKTMBHBIM METOIOM KOHTPOJIS CIIOHTAHHBIX KPO-
BOTEYEHUI! ABJIsAETCS IIPUMEHeHe MHIMOUTOPOB aHTMOTeHe-
3a. Ha maHHBII MOMEHT IpOBEEHO MHOXXEeCTBO HEKOHTPO-
NMpyeMbIX uccnefnoBaHuit addexTrBHOCTH OeBanusymabda
B Tepanuu HI'T. BeBaunsymab — mpoTHMBOOIYXOTIEBOE Cpeni-
CTBO, NpEACTaBIsAeT CO60l peKOMOVWHAHTHbIE T'yMaHU3U-
pOBaHHBIe MOHOKJ/IOHA/IbHBIe aHTUTENA, KOTOpble M30mpa-
TeJIbHO CBSI3BIBAIOTCS ¥ HENTPAIM3YIOT OMOTOTMYECKYIO
AKTUBHOCTb 4Ye€/IOBEYEeCKOro (hakTopa pocCTa COCYAUCTOTO
sHpoTenus. IlokasaHo, YTO BHYTPUBEHHOE IIpMMeHeHMe be-
BarusyMaba focToBepHO cokpamaeT dactory HK, B TO ke
BpeMs MeCTHOe IIpMMeHeHVe B BUje CIped MMeeT HEeOHO-
3HAuHBIE PE3Y/IbTAaThl M TpebyeT [a/nbHENIIero M3ydeHNs.
Bo II Mexx/iyHapofHOM PyKOBOJCTBE 110 JMarHOCTUKE U Jie-
yennio HI'T mpepnaraerca cnepyromas cxeMa IpUMeHeHNUA
6eBarmsymaba: B ¢ase MHAYKUMM — 5 MI/KT KaKable 2 Hef
(mo 6 BBemeHMit), B moAjepxmBamlieil gase — K0 5 MI/KT
KaKzble 1-3 Mec B TeueHNe TOfja, 3aTeM ITOCTeNIeHHOE YBelu-
YeHMe MHTepBanoB [20-24].

IlepBblit OHbIT UcIONb30BaHMA OeBausymaba npu HI'T B
Poccun ony6nmkoBas B 2014 . ITarumetHell geBoYke C ycTa-
HOBJIeHHBIM JinarHo3oM HI'T B kayecTBe Tepanmmu penyuBu-
pytomnx HK BrinonHeHo 2 BBemeHus GeBarjsymaba B o3e
1 Mr/Kr B MOACIM3UCTYIO HOCA, MHTEPBAJI MEXAY BBeleHNAMU
coctaBn 3 Hepl. IIpu KOHTPO/IBHOM HAOCKONUU TIOJIOCTHU
HOca Ha 7 1 14-e CyTKM IOCIIe JIedeHNsI OTMeYaIoCh 3HaUUTeNb-
HO€ YMeHbIlIeH)e KONMNYeCTBa COCY/0B, 30H HEKPO30B, COKpa-
TUTACh YacTOTa U MHTEeHCMBHOCTD HK [25].
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ITanmenTka 3.,49 neT, rOCIUTAMM3MPOBaHa B OTAE/IEHNE Op-
¢danubix 3a6onesaunit I'BY «HMUII remaronornn» B CBA3M C
KA, pedpaxrepHoit k heppoTepanuy Ha IPOTsDKeHUM 27 JIeT.

Anamues: ¢ merctBa orMmevaetr HK, BosHmkaromue ¢ me-
puogMYHOCTRI0 1-2 pasa B Heflenmo. Takyke M3BECTHO, YTO
MaTb CTpafiaeT aHeMMell, He o6cmefioBaHa. Y cecTpsl (38 neT)
TaKkKe oTMevarorcs yactele HK co cHmxeHmeM remornobmna
mo 54 r/mn.

[Tanmentka cumrtaer cebs 6ONbHON ¢ 22 jeT, KOrja Ipu
00C/IefloBaHUN TIepef; ONEePAaTMBHBIM BMEIIATeTbCTBOM BBI-
SBJIEHO CHIDKeHMe reMornobyHa fo 64 r/i1. Ha done nevenus
IperapaTamy Jkejie3a IMOKa3aTe/y TeMOIIOOVHA TTOBBICHINCH,
IOIIOTHUTEIBHO He 00C/Ief{0BaIach, IPUYMHBI aHEMIH He YCTa-
HOBJIEHBI.

B 2008 r. (BospacT 35 y1eT) B CBA3M C YXY/AIUICHNEM CaMo-
YYBCTBMS TOCHUTAIM3VPOBaHA B TaCTPOIHTEPONIOTMYECKOe
OTHe/IeHNe TI0 MECTY JKUTE/NIbCTBA, ITe NMPY SHZOCKOMIYIECKOM
UCCTIeIOBAaHNY BBIABICHBI 9PO3UM JKeIyAKa, B TaOOPaTOPHBIX
JaHHBIX — FeMOITIO6MH 60 T/71; TpoBefieHa spagMKaLMOHHAs Te-
pamnus, Ipofo/bKeHa ¢peppoTepanys.

C2020r. - perynspHble TOCOUTATM3ALNA B T€MATO/IOTMIEC-
KOe OTfleJIeHNe IO MeCTY >KUTEIbCTBA B CBA3M C PE3KUM YXYA-
IIeHJeM CaMOYYBCTBIsI, CHIDKEHMEM reMoriobuna o 30 r/i.
ITo pesynbraTaM IIPOBEREHHOTO 0OC/IELOBAHNSI He BBISBICHBI
TIPM3HAKM TeMO/IM3a VIM He,OCTATOYHOCTY KOCTHOMO3TOBOTO
KpoBeTBOpeHuA. O6Hapy>KeHa TabopaTopHas KapTUHA abco-
JIIOTHOTO Ae(ULINTA XKeyle3a, HeCMOTPsI Ha MHOTO/IETHUIA TIpueM
JIeKapCTBEHHBIX IpenapaToB kene3a. [Iposogmmnch 3amecTn-
Te/IbHble TPAHC(Y3UM SPUTPOLUTHON B3BecK (Kax/ble 2 Hel
10 2-3 [103bl), IPOJO/DKA/IACh TePAIN MpelapaTaMy >Keyesa.

B cBasu ¢ Hammumem TspKenoit JKIIA, pedpakrepHoit
¢deppoTepanmy, manmeHTKa TOCIUTAIN3UPOBAHA B KPYITIOCY-
TOYHBII CTAIIVIOHAP OTAeJIEHNA FeMaTOIOT M U XVMUOTepaInn
opdanHbIx 3abonesannit PI'BY «HMUI] remaTonornm».

ITp mocTynneHuy B KIMHMKY: COCTOSHME IALMEHTKU
TSDKeIoe, OOYC/IOBIEHO aHeMM4YeCKUM CUHApoMoM. IIpens-
ABJIATA Xanmobbl Ha 00IIyI0 c1abocTh, TOIOBOKpY>KeHue. I1pn
OCMOTpe: BUTA/IbHBIe TIOKa3aTemu (YacToTa CepAevHbIX COKpa-
IleHMit, apTepuaabHOe laB/IeHMe, YaCTOTA JbIXaTe/IbHbIX JIBU-
JKeHUIT) — B mpefenax Hopmbl. Obpaiannu Ha cebst BHUMaHMe
MHO>XeCTBEHHbIE TeJIeAHTMOIKTAa3NN Ha A3bIKe, 6e3 IPU3HAKOB
KPOBOTOYMBOCTY Ha MOMEHT ocMoTpa (puc. 1).

B remorpamme: neiikorutsl — 4,09%x10°/11, TpOMOOLUTHI —
324x10°/m, remormobuH — 58 /1, spurpountsl — 2,26x10'/11,
perukymouutsl — 218x10°/1 (4,92%), MCV - 87,2 ¢, MCH -
25,7 i, MCHC - 294 r/n. CbIBOpOTOYHBIe OKasaTenu obMeHa
xenesa: pepputuH — 18,5 Hr/mi; TpaHcheppuH — 296 Mr/m;
OXXCC - 62 mxkmonb/i; Kene3o — 3,5 MKMOJIb//I; HachIIleHE
TpancdeppuHa xemesoM — 5,6%. Buramuu B, - 181 nxr/mi;
¢dbomatsl CBIBOPOTKY — 4,76 HI/MIL.

Taxym 06pa3oM, y mal[eHTKN MMeNa MeCTO aHeMMA TsKe-
JIOJI CTeIleHU — I'MIIOXPOMHasl, HOpMOLUTapHasi, TUIleppereHe-
partopHast ¢ 1ab0paTOPHOI KapTUHOI a6COMIOTHOTO AednunuTa
xenesa, tedunuta GponaTos u BuTamMuHa B .

Koarymnorpamma — 6e3 OTKJIOHEHMIL.

IIpusHakoB reMonm3a M KOCTHOMO3TOBOJ HEOCTATOYHO-
CTH KPOBETBOPEHNs He 0OHAPY>KEeHO.

[TanneHTKa OCMOTpeHa OTOPMHONAPUHTOJIOTOM, IIOA-
TBEPXK/IeHbl MHOXXECTBEHHBIE TENIEAHTMOIKTA3UM Ha SA3bIKe,
a TaK)Ke Ha C/IM3MCTOI IO/IOCTH HOca.

IIpu ynpTpasBYKOBOM MCCIEJOBAaHUM OpPraHOB Oprom-
HOJ TOJIOCTM BBIABJIEHO YBeIMYEHUE pa3MepoB Cele3eHKU
(mo 180x64 MMm), mevenn (meBast fomst — 157X65 MM; IpaBast
momst — 202x130 mm).
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ITo faHHBIM 330(aroracTpoayoneHOCKONNY OIIpefeisinach
KapTMHAa MHOXKE€CTBEHHBIX TeN€aHTMOIKTA3MII XKelyaKa I JiBe-
HaLIATUIIEPCTHON KVIIKM, IPU3HAKY COCTOSBILETOCA KPOBOT-
€YeHMs U3 TENeaHIMOIKTa3Mil aHTPATbHOTO OTHeNA JKeMy/AKa
(puc. 2).

ITo gaHHBIM MAaTHUTHO-PE30OHAHCHOI ToMorpadum opra-
HOB OPIOIIHOI TOJIOCTU C BHYTPUBEHHBIM KOHTPACTHBIM yCH-
nenneM BbLaBneHbl ABM B VI, VII cermeHTax mpaBoit jomm
IeyeHn pasmepamn o 27,5%23,5 MM u 5o 36,5x19 mm (puc. 3).

TakuM 06pa3oM, Ha OCHOBAHUY Pe3y/IbTATOB IIPOBELEHHO-
ro 00C/IefoBaHNsA Y MAIMEHTKU YCTAHOB/IEHO Hammyuue 3 Kpu-
Tepues Kiopacao:

o cnonTanHble HK, BepBble BOSHUKINNE B IETCKOM BO3pacTe;
e TEEAaHTMOIKTA3UM Ha A3bIKe, CTU3UCTON HOCa;
¢ ABM neuvenn.

B cooTBeTCcTBUM C IpUBEAEHHBIMYU KPUTEPUAMH MAIVIEHT-
Ke B Bo3pacTe 49 jieT BIepBble ycTaHOB/EH guarnos HI'T.

C wuenprio xoppexkuunu JKIA mposefieHa Tepamms BHY-
TPUBEHHBIMM TIpemapatamy >kene3a ¢ 3¢GdeKToM B Bufe
YMEPEHHOTO IIOBBIIIEHNs KOHLEHTpaluy TeMOITIOONHA U
CBIBOpOTOYHOTO QeppuTnHa.BeBsisucmabopaTopHbIMuIpu3Ha-
Kamu feduunra $onaTos 1 kobanaMuHa IpoBefeHa MeTabom-
yeckas TepanuA. OZHAKO BCIEACTBME HAMMYMA MCTOYHMKOB
IIOCTOSIHHOJ KPOBOIIOTEPU IOCTUYb CTOMKOTrO IOBBIIIEHNA
KOHIEHTpauuy reMornobuHa He ypanocs (tadm. 1, 2).

KnHMKO-MHCTpyMeHTa/IbHAsA KapTUHA He IO03BOJA/NA JC-
KJIIOYUTD Ha/lu4ye MCTOYHMKA KPOBOTEYEeHNUs B 006IaCTI TOH-
KOJ KMIIKY, B CBA3M C YeM IIAIjMeHTKa HampasseHa B LleHTp
HEOT/IOXKHOJ IATOJIOTMM TOHKOM Kumky Ha 6ase I'BY3 «I'Kb
Nel7», THe BBINOMHEHO Ho06CHAefOBaHNe. BOMBHOIM HOIONMHM-
TeIbHO BBINOJTHEHA BUIEOKAIICY/IbHAsA SHTEPOCKONNSA, IpU KO-
TOPOJI TIOATBEP)KIEHO Ha/lM4yieé MHOXXECTBEHHBIX Te/IeaHIVOo-
9KTa3UI CIIM3UCTON 000TOYKI JKEeTy/IKa, [BE€HAATUIIEPCTHOM
KUIIKY, TEJTeaHTMSKTasull TOILEN, IOAB3[OUIHOM, IIoleped-
HO-0607049HOI K1uiku. Kpome Toro, Ha MOMEHT IIPOXOXKEHNUS
KaITICy/Ibl 110 TOHKOJ KMIIKe 3apMKCUPOBAHO MPOJODKAIOIIe-
ecsl HUSKOMHTEHCUBHOE KPOBOTeU€eH e, Hanuboee BepOsTHIM
JMCTOYHMKOM KOTOPOTO ABJIA/IACh AHTMOIKTa3MA TOIIEN KUK
(puc. 4,5).

Ilocme KpaTKOBpeMeHHON MIpefoNepalOHHON MOJATOo-
TOBKM | 3TarioM BBIITO/THEHA Te4eOHO-AMAarHOCTIYeCKasl Iep-
OpasibHasl SHTEPOCKONMsA IOf OOIM HapKo3oM. B aHTpanb-
HOM OTHe/le M HIDKHeil TPeTU >KelyJKa OIpefie/iAloTCs MHO-
JKeCTBeHHbIe (9 IIT) aHTMO9KTasuu. B nBeHamuaTUIIEPCTHOI
KMIIKe ONpelesAoTCsd efMHUYHbIe aHTMOIKTasumu. Bo Bcex
OTfenax TOIIell KUIIKM ONpelensAloTcd MHOXeCTBEHHbIe
(6omee 20) aHrMo9KTa3UM OT 2 B0 4 MM B AmaMeTpe. Takum
06pa3oM, MHTpPAOIePALMOHHbI [{MarHO3 — «MHO)KECTBEH-
Hble aHTMO3KTAa3MM JKeNTy/[Ka, [IBeHANIIATUIIEPCTHON 1 TOlIet
KMIIKM». OJHOMOMEHTHO BBINOJIHEHA aproHOIIa3MeHHas
KOAaryaALusa aHTMO9KTa3uit.

BroppiM 3TamoM TNalyeHTKe BBINOMHEHA Jje4eGHO-
AMATHOCTMYECKasl TPAaHCAHAIbHASI SHTEPOCKOIINS ITOf OOIIM
HapKo30M. B monepeuHo-060049HOIT KUIIIKe, B 00/1aCTH Iede-
HOYHOTO U3ruba onpefesaeTcs eAMHNYHas COCYAMCTast Majb-
dopmanusa fuamMeTpoM 4 MM. BelllonHeHa ee aproHOIIa3MeH-
HadA KOary/LALuA.

IMocneomnepalIOHHBII TepUOJ, IPOTeKas 6€3 0CTIOXKHEeHUIT,
JOCTUTHYT ILie/IeBOli ITOKa3aTe/Ib reMOrnoo1Ha 95 r//1, mpusHa-
KOB pelu/iuBa KpoBoTedeHNs HeT. [TalneHTKa B yOBIeTBOPK-
TeTbHOM COCTOSIHUU BBITICaHA.

3akAl0ueHue

Bonesup Panpo-Ocnepa-Bebepa - penkoe reHermdye-
cKoe 3a007IeBaHMe, Hac/IeyeMoe 10 ay TOCOMHO-JOMIHATHO-

TEPATTEBTUYECKMM APXMB. 2023; 95 (7): 580-585.

Pruc. 1. MHO)XeCTBEHHbIe TeA€aHIMOIKTa3MM Si3blKa
y naumeHTkm 3.

Fig. 1. Multiple telangiectasias of the tongue of patient Z.

Puc. 2. TeneaHTMOIKTa3MM CAM3UCTOM JKEAYAKA Y MaLMEHTKH 3.
Fig. 2. Telangiectasias of the gastric mucosa of patient Z.

Puc. 3. ABM neuenn y naumeHTkm 3. (MarHMTHO-pe30HaHCHas
Tomorpachust): hpoHTaAbHas IAOCKOCTb.

Fig. 3. Arteriovenous malformations of the liver of patient Z.
(MRI): frontal plane.
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Puc. 4. TeaeaHrmoskrasum Touei, MNOAB3AOWHON KMIIKM
y nauneHTku 3.

Fig. 4. Telangiectasias of the jejunum, ileum of patient Z.
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Puc. 5. Tpoaoaxatomeecss HU3KOMHTEHCUBHOE KPOBOTEYEHHe
TOMEN KMIIKHM Y NauMeHTKH 3.

Fig. 5. Ongoing low-intensity bleeding of the jejunum

of patient Z.

My THUITY, XapaKTePU3YKOIleecsd COCYAUCThIMU AUCIIA3UAMU
¢ 00pa3soBaHMEM TeNeaHTMOIKTA3UII Ha KOXKe, CIM3MCTBIX
0607109KaxX PeCIMPAaTOPHOTO ¥ MMIIEBAPUTETBHOTO TpakK-
T0B, ABM BO BHyTpeHHux opranax. HK - Hanbornee yacroe
u panHee nposasnenne HI'T. HecMoTpsa Ha BBICOKYIO IMarHO-
CTMYECKYI0 3HaYMMOCTb KpuTepueB Kiopacao, mocTaHOBKa
puarnosa HTT okasbiBaeTcss 3aTpyJmHUTENbHON NPU OTCYT-
CTBUM WIM HETUIIMYHOM PACIONOXKEHUM TEIeaHTMOIKTa-
3mii, Manoit MHQOPMMPOBAHHOCTY Bpayell, OrpaHIMYEHHBIX
BO3MOXXHOCTSX MHCTPYMEHTA/IbHBIX METOOB JUarHOCTUKMN.
CymecTpyromue nopxofsl K Tepanuyu HI'T sakmoyarorcs B
KyNUpPOBAHUY OCJIOKHEHUIT 1 He CIIOCOOHBI IIPelOTBPaTUTD
nporpeccuio 3abonesanns. [lepclieKTUBHBIM HallpaBIeHIEM
reparnmn HI'T MoxeT ObITh MpMMeHeHNe MHIMOUTOPOB aH-
TMOTeHe3a Ha OCHOBE I'yMaHM3MPOBAHHBIX MOHOK/IOHA/IbHBIX
aHTUTEI, OLHAKO JAHHBIN BUJI JledeHNs TpeOyeT fanbHellle-
rO U3Y4YEHMUS.

PackpoiTiie MHTEpecoB. ABTOPHI IEKIapUPYIOT OTCYT-
CTBIUeE ABHBIX ¥ IIOTEHLIMAIbHBIX KOH(INKTOB MHTEPECOB, CBS-
3aHHBIX C ny6;1m<aume171 HACTOSIIEN CTaTbU.

Disclosure of interest. The authors declare that they have
no competing interests.
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TabAmnua 1. AvHaMMKa NoKasaTeAei reMorpamMmbl MocAe
NPOBEAEHHOTO A€YEHMS

Table 1. Change of hemogram parameters after treatment

OO6mmit anann3 KpoBu

Hara 02.11.2022 24.11.2022
Temormo6uH, 1/ 58 74
Spurpouursl, X10'2/11 2,26 31
MCV, ¢ 87,2 93,5
MCH, nr 25,7 23,8
MCHG, r/n 294 253
Petuxynountsr, x10%/1 218 100
Jletikonutol, X10°/11 4,09 3,02
Tpom6oruTs, x10°/1 324 210

TaGAnua 2. AvHaMmnKa nokasareAein 006MeHa Xeaesa, B, B,
NnocAe NPOBEAEHHOTO AeYeHMs

Table 2. Change of iron metabolism indicators, B, B,,
after treatment

ITokasarenn o6MeHa Kenesa, Bg, B,

Hara 02.11.2022 24.11.2022

QeppuTH, Hr/MI 18,5 443
TpancheppyH, Mr/mn 296 284
HTX, % 5,6 6,1
OJKCC, MKMOIb/ 1 62 60
CBIBOPOTOYHOE >Ke1e30, MKMOJIb/ T 3,51 3,71

B9, HI/MI 4,76 15,69

B, nkr/mn 181 1027

12’

IIpumeuanue. HTXK - HacpleHne TpaHC(eppyHa Kele30M.

Bximaj aBTOpOB. ABTOpBI [JeKIapUPYIOT COOTBETCTBME
CBOETO aBTOPCTBAa MeXAyHapopiHbiM Kputepuam ICMJE. Bce
aBTOPBI B PaBHOJ CTEIIeHM YYaCTBOBAIY B OATOTOBKe ITy6/u-
Kanuu: paspaboTKa KOHIENIUM CTAaTby, IIONyYeHNe U aHa/IN3
(baxTHYecKnX JaHHbIX, HANUCAHNE U PETAKTUPOBAHNE TEKCTA
CTaThl, IPOBEPKA 1 yTBEPK/IEHIe TeKCTa CTAaTbIL.

Authors’ contribution. The authors declare the compliance
of their authorship according to the international ICMJE criteria.
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Cnmcok cokpaeHmri

ABM — aprepuoBeHo3Has ManbhopManus
KA — xene3oneduimTHas aHeMUs

KKK — 5xemyJouHO-KHUIIECYHbIE KPOBOTCUCHUS

HI'T — nacnencTBeHHast reMopparuueckas TelIeaHTUIKTa3 s
HK — HOCOBOE KpOBOTEUECHMHE
OXKCC — oOmast xene30cBA3bIBaroNIas ClioCOOHOCTh CHIBOPOTKH
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