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Bones3Hb PaHalo-Ocnepa-Bebepa ¢ BbICOKOW NIero4yHOm
rmnepTeH3nen n MHTePCTULUANbHbIM MOPaXKeHNeM JNIerkux

JlytoxmHa tO.A.", bnarosa O.B.", CaBuHa 1.0.", 3aknssbmmnHckas E.B.2

"MepBbIi MOCKOBCKUI rocyAapCTBEHHbIN MeANUUMHCKNI yHUBepcnTeT M. .M. CeyeHoBa
(CeueHoBckunn YHuBepcuteT), MockBa, Poccus

2POCCUNCKUI HaYYHbIV LEHTP XMPYprum um. akagemmka b.B. MeTposckoro, MockBa, Poccusi

lMaumneHTKa 64 neT C HacNeACTBEHHOM reMopparMyeckon TeneaHrakTasnert (HIT) rocnvtanmn3vpoBaHa B CBA3M AeKOMMEHCaLLMen CepaeHHoN Heflo-
cratodHocTv (CH). HIT anarHoctpoBaHa B 20 neT, peumamBmrpyioLLme HOCOBbIe KpoBOTeHeHMs — ¢ 52 feT. B 60 feT, Noc/ie MacCMBHOMO KPOBOTEHEH NS,
nosBUNNCL cumnToMbl CH. Monydana anypetnky, npenapatbl xenesa ¢ schdekTom. MNocne 06beMHbIX KpoBoTedeHu ycyrybnsanacs CH. MocnegHee
3HaYyMMOe KpOBOTEYEHWE Nepes, HacTosILLel rocnuTanmnsaumvei (reMornobuH 67 r/n). Mpur axokapanorpahum hpakums BeIOpoCca NeBoro xenyaoyka
COXpaHHa, OAHAKO MPWCYTCTBOBANa BbICOKAs NerovHas rmnepreHsus. [aHHbIX 3@ TPOMOO3IMOONMIO NEro4HOM apTepuy NonyveHo He ObINO, HO
BbISIB/IEHO MHTEPCTULIMANbHOE MopaXkeHWe nerkux. B pesynbsrate nynbc-Tepanum MioKOKOPTUKOMAAMI MOMOXUTENbHOM
LVHaMUKM He OTMEeYEHO, YTO NMO3BOMMIIO OTBEPrHYTb CAMOCTOSTENBHOE MHTePCTULManbHOe 3abonesaHue nerkmx. B
pesynsrate nedeHns CH, a Takxe KOPPEKLMM aHEMUI COCTOAHME NALMEHTKM YIyHLWNIOCh. Ha3Ha4eHa Tepanns ma-
LMTeHTaHOM, OT KOTOPOW NaLueHTKa Bosaep>kanacs. Cnycrs rof 6onbHas yMepsa oT 0CTPOro HapacTaHus N1ero4Hom
rmnepteHsnn. Mo faHHbIM NUTepaTypbl, erovHas runepteHsmsa npu HIT MoXeT okasbiBaTb CyLLIECTBEHHOE BIVIAHME
Ha MPOrHO3 1 TpebyeT CBOeBPEMEHHOW AMArHOCTUKN U NleYeHns. VIHTepcTULManbHoe nopaxeHue nerknx SBnsaeTcs
NposiBNeHneM OCHOBHOrO 3aboneBaHus 1 He TpebyeT OTAENbHOro NeveHus.

KnioueBble cnoBa: bonesHb PaHalo-Ocnepa-Bebepa, HacneAcTBeHHas reMopparmyeckas (cc) BY 4.0
TeneaHrnaKTasus, Nero4Has rmnepTeHsns, XpoHu4eckas cepaedHas HefoCTaToYHOCTb. :
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Rendu-Osler-Weber Disease with High Pulmonary Hypertension and Interstitial Lung Disease
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A 64-year-old female with a family history of hereditary hemorrhagic telangiectasia (HHT) was hospitalized due to complaints of dyspnea during light
physical exertion and leg edema. HHT was diagnosed at 20 y.o., recurrent nasal bleeding started at age 52, bleedings severity was aggravated by not
completely compensated hypertension. At the age of 60, after a massive hemorrhage, she noted the onset of dyspnea, edema, ascites. Diuretics and
iron preparations improved her well-being, but from that period onward her heart failure worsened after each massive blood loss. The last major
bleeding was before the present hospitalization (Hgb 67 g/1), after which heart failure symptoms significantly deteriorated. Echocardiography showed
preserved left ventricular ejection fraction, but revealed high pulmonary hypertension (systolic pulmonary artery pressure 69 mmHg). Chest computed
tomography (CT) with contrast showed no evidence of pulmonary embolism, but interstitial lung lesions were detected. Pulse therapy with glucocorti-
costeroids did not result in positive dynamics at the control CT scan, which allowed to reject a separate interstitial lung disease. As a result of cardiotropic
and diuretic therapy, as well as correction of anemia, the patient's condition improved. Macitentan was administered, but the patient refused from it
because one of possible side effects was anemia. A year later the patient diedfrom acute progression of pulmonary hypertension.

According to the literature, pulmonary hypertension in HHT can have a significantimpact on the prognosis and requires timely diagnosis and treatment.
Interstitial lung lesions are a manifestation of the underlying disease and does not require special treatment.
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BeBegeHue

BonesHb PaHgio-Ocnepa-Bebepa (HacneacTseHHas re-
Mopparnyeckas TeneaHrnskrasua, HIT) — 3To Hacnen-
CTBEHHOE 3a00y1eBaHMEC ayTOCOMHO-A0MUHAHTHBIM TUMOM
HacnefoBaHMS, XapakTepusytoLLieecs NopaxeHnem MUK-
POLMPKYNATOPHOMO pyc/ia C Pa3BUTMEM TeNeaHIMIKTa3MIN
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Ha KOXe 1 CIM3UCTBIX, a Takke apTepVIOBEHO3HbIX Manb-
dopMauum B nerkmx, neyYeHW K ronoBHom mosre [1].
PacnpocTpaHeHHOCTb 3TOro 3aboeBaHNs COCTaBMseT No-
psaaka 1:6000, B cBA3w ¢ 4yem HIT BXxoOouT B nepeveHb
opdaHHbIx 3abonesaHnin (ORPHA:774) [2, 3]. B 6onb-
lumMHCTBe cny4vaeB (90% ) 3aboneBaHme 0OyCIOBNEHO My-
TauuamMm B reHax ENG (aHgornmn) nnm ACVRLT (KOCTHbIN
MopcoreHeTU4ecknii 6enok), Takke onmcaHbl MyTaLUm
B Oonee peaknx reHax SMAD4 (hakTop TpaHCKPUMLMM
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Smad4) n GDF2 (koCTHbIM MophoreHeTnYeckmnin Genok 9
TMna) [2]. MyTaumm B NioGOM 13 3TUX reHOB NPUBOAAT K
HapyLLEeHMIO KacKafa, OTBETCTBEHHOIO 33 aHrMoreHes Ka-
nunnapos [4]. OcHoBHOe NposiBfeHMe 3aboneBaHns —
peLnamnBMpyIoLLME HOCOBbIE KPOBOTEYEHMS, MPUBOAALLME
K aHEMM3aLMK, B psfe CJTyHaeB KPOBOMOTEPIO yCyryonsior
KPOBOTEYEHWS 13 TENEAHIMKTa3nM, PACNONOXEHHbIX Ha
CM3MCTOV NULEeBOAa W xkenyaka [5]. ApTepvOoBEeHO3HbIE
ManbdopmMaLym B DONbLIMHCTBE Cly4aeB OECCUMMTOMHbIE,
O[HaKO y pafa NaumeHToB MOTYT MPUBOLAUTL K OCNTOXHe-
HUSIM, B 3aBMCMOCTY OT NIoKan3aLmm (remoppariyeckumin
NHCYNbT, 0Opa3oBaHmMe abcLeccoB, KpoBoM3NMAHUSA) [3].
MOMUMO KNMacC4eckmx CUMMNTOMOB 3aboneBaHus,
ONMcaHbl pefkve NpPosBreHus, Takue Kak nero4Has rm-
nepTeH3nsa, KOTopas BCTPeYaeTcd MeHee YeM y 2% naum-
eHToB C HIT [3]. B AaHHOM KIIMHW4YEeCKOM Ciy4ae pedb
novaeT elie o 6onee peakom BapuaHTe bonesHu PaHato-
Ocnepa-Bebepa ¢ TaXenown neroyHor runepreHsnen m
VHTEPCTMUMANBHBIM MOPaXXeHNEM Nerkyx.

KnunHnyeckoe Ha6J'I}0,D,eHl/Ie

UHpopmupoBaHHoe cornacue. OT NaLNeHTKN 1 eé
3aKOHHOTO NpeacTaBuTens (bpata) Nony4eHo NMMCbMEHHoe
000OpOBONbHOE MHPOPMUPOBAHHOE CornacKe Ha nyonn-
Kauuio onucaHma knuHuyeckoro cnydas 19.09.2019 v
02.09.2020T.

MauveHTtka T., 64 net, nocTynuna B oTaeneHue Kap-
avonornn akynsTeTcKor TepaneBTUHECKOM KIMHUKA UM.
B.H. BuHorpanoBa 3.09.2019 1. ¢ xxanobamu Ha OfabILLKY
Npwv HeGOMbLLIMX Harpy3Kax, OTEKI HUKHMX KOHEYHOCTEN.

Ha puc. 1 cxematnyecku npefcraBnieH aHamMHes 3a-
OoneBaHWs NaLUMEHTKN. VI3BECTHO, HTO CEMENHbBIN aHaMHe3
otarouleH no HIT (y oTua 1 Aeda nauneHTKn). bonesHb
Panato-Ocnepa-Bebepa nebtoTmposana B 20 neT, koraa
Ha KoXe Nuua U ryd nosBunmcb TeneaHrnskTa3nmm oma-
METPOM A0 2-3 MM. [lepBoe KNMHUYeCKN 3Ha4MMOoe HO-
COBOE KpPOBOTeYEeHMe COCTOANOCh B 29 neT, nocse Yero
Obina onuTenbHas peMuccus. B TedeHre nocnedHux 12
NeT HOCOBblE KPOBOTEYEHMs OecnokoaT perynspHo, B
CBA3M C YeM CTpafaeT kenesoaedrumTHOM aHEMUEN U
nony4aeT BHYTPMBEHHbIE NpenapaTbl XXenesa, T.K., CO CJI0B
nauUneHTKX, TabnetTrpoBaHHble npenapatbl He 3ddek-
TVBHbI. C 43 neT oTMeYaeT nosblweHre AL MakcMManbHO
0o 190 n 110 mm pr.cr, agantmposaHa K Al 110-
120/80 MM pr.cT. [Tony4aet aHTUrMNepTeH3VIBHYIO Tepa-
MU0, Ha (hOHE KOTOPOI COXPaHSAIKOTCS SMM30Ab! MOBbILLEHMS
Al no 150/100 MM pr.cT. [1pm NOBbLILLEHUW CUCTONNYe-
ckoro Al >130 MM PT.CT. BO3HMKAIOT KPOBOTEYEHUA 13
HOCa. YXyOLeHWs COCTOAHMA 2-3 pas3a B rof, Koraa Ha
oHe gectabunmzaumm ALl y4allaoTcs HOCOBbIE KPOBO-
TedeHns 1 ycyryonsaercs aHemns. C 2016 r., nocne oye-
penHoro MacC1BHOMO KPOBOTEHEH WS, OTMETWNA MOABIIEHNE
OAbILLKK, OTEKOB, acumuTa. MNony4ana onypetTnyeckyio Te-
panuio, Npenapatbl Xenesa Ha hoHe 4Yero caMmo4yBCTBYE
YNY4YLWMNIOCh, OAHAKO C 3TOr0 BpeMeHM nocsie 00beMHbIX
KpOBOTEYEHUI yCyryonsanuce SBneHns cepaedyHon Heflo-
CTaTOYHOCTW, KOTOPbIE B NOCNeyioLLEeM perpeccmpoBanm
No Mepe KoppekLM aHeMun. NocneHee 3Ha4Moe yxy -
LLIeHMe COCTOAHMS, NoTpeboBaBLLee CTaLIOHaPHOro neve-
HVA, B uione-asrycre 2019 r., korga cocroanocs 4 npo-

20 29 43
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60 64 (2019)

Telangiectasia
TeneaHrnosKTasum

Bleeding
KposoteueHua

Hypertension
MVnepToHMYecKan 6onesHb

Heart failure
CeppaeuHasa HeEAOCTAaTOYHOCTb

Antihypertensive therapy / AHTUrMNEpPTEH3MBHaA Tepanua

Treatment
JleyeHne

Iron supplements / Npenaparbl xenesa

Diuretics / nypeTnkum

Hemostatic agents / femocTatvikm
—

v

Figure 1. Medical history of patient T.
PucyHok. 1. AHamHe3 3aboneBaHUs NaumMeHTKn T.
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y3HbIX HOCOBbIX kKpoBoTeyeHuns (08.07, 18.07, 25.07,
02.08), npvBeALLIne K 3Ha4MTeNbHON KpoBomnoTepe. Ha
3ToM (hoHe remMornobuH coctasnsan 67 r/n. Mpoeognnacs
MHY3VOHHadA Tepanud npenapaTtamm xesesa 1 remocra-
TMKaMM, Ha POHe Yero LOCTUTHYTO MOBbILLEHE YPOBHS
remornoduHa o 90 r/n. Mocne BbIMUCKM COXPaHAIoOTCs
ofbllWKa NPy MUHUMAanbHbIX U3MYECKMX Harpy3kax, a
TakXXe B MOKOe B MONOXEHWM N1eXa, OTEKWN FofieHen U
cTon. B 3TOM CBA3W rOCNUTAaNM3MpPOBaHa B OTAeNeHMe
Kapamonornm MakynsTeTckom TepaneBTNHeCKON KIVHMKK.

Mpy NOCTYyNNeHUN COCTOSIHWE MaLMEHTKN CpedHewn
creneHn Taxectn. Poct 155 cm, BeC 78 Kr, MHAEKC MaCChl
Tena 32,47 xr/m?. Temnepatypa Tena 36,4°C. KoxHble
MOKPOBbI 1 BUAMMbIE CIM3MCTble BnefHble, Ha KOXe nuLa,
ry0, nanbLeB pyK onpefensioTca TeneaHrnakTasum ama-
MeTpoM A0 2-3 MM. OTekM HUXHUX KOHEYHOCTEeW A0
HUXKHEN TpeTu Defep. B nerkmnx fibixaHue XecTkoe, Xpurbl
He BbIC/TYLUMBAIOTCS, YacTOTa OblXaTeNbHbIX ABVXEHUM
16/MuH, SPO, 87%. ToHbl cepaLa PUTMUYHbIE, NPUTITY-
LWeHbl, YacToTa cepaeyHbIx cokpallienni (YCC) 68 ya,/MuH,
ALl 130 1 80 MM pT.CT. XMBOT MArkmm, 6e30051e3HeHHbIN.
MeyeHb Ha 3,5 cM BbICTynaeT m3-nof, kKpas pebepHou
nyrn. CeneseHka He yBenmyeHa.

B obOLem aHanvse KpoBw Npu NOCTYNAeHN UMeoTCs
MPU3HAKN MUKPOLUTAPHOM MMNOXPOMHOM aHEMUI IETKON
creneHu (remornobuvH 93 r/n, cpefiHee coflep>aHue re-

MOrTIo0KHa B apuTpoumTte 21,7 Nr, CpeaHss KOHUEHTpaLums
reMornobuHa B sputpoumte 285 /N, cpefHUin obbem
spuTpoumTa 75,9 i, Nnpr3Haku aHNM30LMTO3a, LIBETOBOW
nokasatenb 0,65, ckopocTb oceflaHua 3putpoumtos 11
MM/4). C-peaKTVBHbIM ©enok 3 Mr/n. BUoxmmMmnyeckmm
aHanm3 KpoBW, NMUMNUAHBIA CnekTp — 6e3 3HaYNMbIX OT-
KJIOHEHWI OT HOPMbI, 33 UCKITIOYEHWEM CHUXXEHUS YPOBHS
xenesa [io 3,2 MKMosb/n (ypoBeHb heppuUTHHa He orpe-
LLensncs B CBA3M C OTCYTCTBMEM PEAKTVBOB B labopaTopun).
TrpeonaHble FOPMOHbI B Npefenax peepeHCHbIX 3Have-
HUK. Koarynorpamma, Bktodas [-ammep, 6e3 oTknoHeHumn
OT HOpMbl. OOLWMIA aHanM3 MoYM, aHanms kana — 0Oe3
0cobeHHoCTEN.

Ha anekTpokapamnorpamme (puc. 2) pUTM CUHYCOBBIN,
YCC 72 /MWH. BepTrKanbHOE NOIOXEHWE 31EKTPUHECKON
ocn cepaua. MHtepsan PQ 170 mc, QRS 80 mc, QT/QTc
370/405 Mc, NpY3HaKkK rmneptTpodmmn npaBoro xeny-
0o4ka, ST Ha U30IMHUK. Tpy CYTOYHOM MOHUTOPUPOBaHNM
KT onpepenancs CMHYCOBbLIV PUTM, 3apPErncTPUPOBaHO
115 cynpaBeHTPUKYNAPHbIX 3KCTpacucTon, 427 xeny-
[LOYKOBBIX 3KCTPACUCTON, B T.4. 1 Kynnet, 2 npobexku
MeONeHHOW Xenyao4koBou Taxmkapamm n3 4 QRS ¢ HCC
00 90 yao/MuH.

Mpw axokapavorpadum (pmc. 3) oTMevanocb yme-
peHHOoe paclumnpeHne oboux npeacepanin (nesoe 75 mn,
npasoe 78 M) 1 NpaBoro xenyao4ka (4,0 cm) ¢ rmnep-

Figure 2. Electrocardiogram of patient T. (description in the text).
PuicyHOK 2. DnekTpokapamnorpaMmma naumeHTkm T. (onucaHune B Tekcre).
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(A) right ventricle (4 cm); (B) grade Il tricuspid regurgitation; (C) expansion of the trunk of the pulmonary artery (2.8 cm); (D) signs of pulmonary hypertension.
(A) npaBbIn xenynouek (4 cm); (B) TpukycnupansHas peryprutaums |l creneny; (C) paclumpeHue cTBona neroyHow aptepuu (2,8 cm); (D) npusHaKu NEroYHON runepTeH3nu.

Figure 3. Echocardiography of patient T.
PucyHok 3. Oxokapanorpadua naumeHTkn T.

KNHE30M ero CBOOOOHOWN CTeHKU, NEBbIV XeNnyao4ek He
pacLIMpeH, ero dpakLs Bbliopoca coctaBuna 65%. Mpu-
CyTCTBOBaNa rmnepTpoms CTeHOK NTEBOTO Xenyao4Ka [0
12 MM C HapyLleHVeM ero AMacTonyeckomn QyHKLMN
(E/A 1,97) B pamKax He B MOSIHOW Mepe, KOHTPONMPYEeMON
Ha NPOTXKEHUMU MHOTVIX NET r1nepToHUYecKor 6oNe3Hu.
O6paluann Ha cebs BHMMaHWe pacllvpeHme CTBona ne-
ro4Hom apTepum (2,8 cM) 1 NPU3HAKM 3HAYUTENBHON Ne-
FOYHOM runepTeHsun (cMcTonmyeckoe AaBfeHve B ne-
rOYHOM apTepmm 69 MM PT.CT., ANACTONNYECKOe AABMEHME
19 MM pr.ct.). OTMeYaNMChb TPUKYCAAbHas perypriTaums
2 ctenenu (CkopoCTb peryprutaumm 3,2 mM/c), nerodHas
peryprutaumsa 1-2 crenexu.

Mpuv yNbTpa3ByKOBOM MCCNefoBaHNN OPIOLWHON Mno-
JIOCTV BU3Yann3mMpoBanach yBenm4eHHas B CarnTTajibHOM
pa3Mepe rneyeHb, CBOOOAHON XNIOKOCTM B OPIOLLIHOM Mo-
JIOCTW He BbISBMNEHO.

[lns yTO4HEeHWA NpUpPOAbl NEero4YHOM rMnepTeH3mnm Npo-
BeLleHa MyNbTUCAMpPanbHas KOMMNboTePHasa TOMorpadus
nerknx (MCKT) C BHYTPYBEHHbLIM KOHTPACTMPOBAHMEM
(puc. 4), Nnpu KOTOPOW daHHbIX 33 TPOMOO3MOONMIO Ne-

rOYHOW apTepuK He NoNy4YeHO, OAHAKO BO3AYLUHOCTb fne-
rOYHOW TKaHW Obina AMddY3HO HepaBHOMEPHO CHMXKEHA
33 CHET MHOXECTBEHHbIX 30H MOBbILLEHWS MIIOTHOCTA MO
TUMY «MATOBOTO CTeks1ax» (MOTHOCTb NEro4YHOM NapeHXMMbI
0o 660 enH). Ha stoMm oHe, Gonblie B GasanbHbIX
othenax onpenensnmcs MHOXeCTBEHHbIe BO3AYLLUHbIE NO-
ByLLKM. Takas MCKT-kapTrHa MoxeT ObiTb 0OycIoBneHa
MMNEPCeHCUTUBHBIM MHEBMOHUTOM W leCKBAMATUBHOM
NHTEPCTMLMANbHOW MHEBMOHMeN. MpoBeaeHa boamnne-
T3mMorpadusa, NpyM KOTOPOW OTMeYeHbl MPU3HAKK pe-
CTPUKTUBHbIX BEHTUALMOHHbBIX HaPYLLEHUI Nerkomn cTe-
neHu (chopcrpoBaHHas XM3HEHHas eMKOCTb Nierkix 70%),
NPVI3HaKM Hepe3Ko BblpaXKeHHOW rMNepBO3AYLLIHOCTM ne-
FOYHOM TKaHM (OCTAaTOYHbIM 06BEM / OCTAaTOYHAs EMKOCTb
nerkmx = 0,52 npu octaTo4HOM obbeme 93% ), nerkoe
CHWXeHWe Anddy3roHHoN cnocobHocTm nerkmx (DLcocor
= 67%). MNaumeHTKa Oblna NPOKOHCYNLTVPOBAHA Topa-
KanbHbIM XMPYprom, dneH-kopp. PAH B.[. MapwmHbim:
PUCK TOpakockonuyeckon Groncum nerkoro Ans mopdo-
NOrnyeckom BepnmKaLIm NoOpaxKeHNs Nerkyx npeacras-
NAETCA HEeONpPaBLAAHHO BbICOKMM C YHETOM CTeneHu ne-
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Figure 4. Multispiral computed tomography of the chest of patient T. (description in the text).
PucyHok 4. MynbTucnvpasnbHas KoMMbloTepHas ToMorpadus opraHoB rpyaHoON KneTku nauneHTky T. (onvcaHue B TeKCTe).

FOYHOW FMNEPTEH3MM, PUCKOM KPOBOTEHEHMSA BbiLLe Cpef-
Hero (B cBsi3K c bone3Hbio PaHa-Ocnepa-Bebepa), npo-
Leflypa MOXET BbIMOMHATLCS TONbKO MO XW3HEHHbIM MO-
KazaHuaM. [TpUHATO peLleHmne O NpoBeaeHNM NyrbC-Te-
panum NpedHU30I0HOM BHYTPYBEHHO 240 Mr/cyT B TeYe-
HWe 3-X OHen C nocnefyLlmM NepexofoM Ha nepo-
panbHbIV NPpYeM MIOKOKOPTUKOMA0B. KoHTponbHas MCKT
nocne Kypca Tepanuu nokasana HebonbLUyo oTpruaTenb-
HYI0 AMHAMWKY M3MEHEHWI B NIerKnX B BUAE NOBbILLIEHWS
NAOTHOCTM NIErOYHOW MapeHXMMbl B 30HAX «MaToBOrO
cTeknan.

KnuHnyeckmin amarHo3 obin cchopMynmpoBaH kak: bo-
ne3Hb PaHalo-Ocnepa-Bebepa: reMopparndeckmnin CUHLPOM
C HaCTbIMW HOCOBbIMU KPOBOTEHEHUAMM. [MNePTOHMYeCKas
bonesHsb Il ctagnm, 3 cteneHu nosblileHns AL, BbICOKOTO
purcka. HapylweHnsa pytMa cepaLa: HagXXenyno4koBas m
>Kenyno4KOoBas SKCTPACUCTONNS, HEYCTONYBAs XEeNyao4-
KoBad Taxukapama. Taxenasa nerovHas runepreHsmnsa. Jbi-
xaTenbHasa He[OCTaTOYHOCTb || cTeneHn. XpoHunyeckoe ne-
royHoe cepfle B haze cybkomneHcaumm. XpoHuyeckas
cepaevHas HeoCTaTO4YHOCTb C COXPaHHOW hpaKLen Bbi-
Opoca lIb ctagum, 3 dyHKLUMOHanNbHbIA knacc no NYHA.
XKenesopednumTtHas aHeMms Nerkov CreneHn, onTenbHO
JledeHHas npenapatamMu xenesa. OXnpeHne 2 cTeneHu.

MpOBOAMNCA MOUCK BO3MOXHOM MPUHMHBI CEPAEYHON
He[oCTaTOYHOCTU. HecMoTpa Ha afekBaTHYIO Tepanuio
XPOHMYECKOM CepAEYHOM HEAOCTaTOYHOCT U aHEMUU,
naumeHTka oTMe4arna coxpaHeHue cnaboctu, SpO, ocTa-
BasnacCb CHY>XEHHOW. [pu 3XoKapanorpadunm 3aperncrpm-
POBaHbl BbICOKaA flero4Has runepreHsnd, neperpyska
npaBsbIx OTAeNoB cepaua. C Lefblo BbiaBNEHUA NPUYUHDI
NEeroYyHou runepteHsnn BbinonHeHa MCKT nerkmx c BHyT-
PYBEHHBIM KOHTpacTrpoBaHmeM. MCKT-kapTrHa 1 faHHble
onnnnetnamorpadrm COOTBETCTBOBANIN UHTEPCTULN-

aJIbHOMY XapaKTepy nopaxeHns nerkmx, 0fHako oT Mop-
onormnyeckon BepudmKaunm ObiNo peLleHo Bo3aep-
XaTbcs. C y4eTOM OTCYTCTBMA OTBETA Ha Tepanmio roKo-
KOPTUKOMAAMU AMArHO3 NHTEPCTULIMANBHOIO 3a001eBaHMS
nerkunx Obin oTBEPrHyT. HopMarbHbIN ypoBeHb D-ammMepa
1 faHHble MCKT no3Bonuim nckIioymTb TpoMb03mMo6onmio
MeNKMx BeTBeW NerovyHow aptepun. MaumeHTka Obina
MPOKOHCYNLTUPOBaHa reHeTuKoM, npod. E.B. 3akns3b-
MWHCKOW, B3siTa KPOBb AN npoBefeHus JHK-amarHoctnkm
B reHe ENG. Kpome TOro, NpoKOHCYLTUPOBaHa OOLEHTOM
Kaenpbl nynsMoHonormm K.m.H. H.A. Llapeson — nog-
TBEPXXAEHO NPeanoNoXeHVe O NPSMOW NaToreHeTU4eCKou
CBSA3M NIErOYHOWN MMNEePTEH3UU U U3MEHEHMI MO TUMY «Ma-
TOBOrO CTekna» ¢ bonesHbto PaHato-Ocnepa-Bebepa, pe-
KOMEeHA0BaHbl aHaNM3bl KPOBW Ha aHTUHYKI1eapHbI dak-
Top U aHTuTena k OHK-tonomsomepase | (aHtn-Scl-70;
AN UCKoYeHUs peakon Gopmbl cknepodepmunn) ¢
nocnefyoLmMM BKITIOYEHWEM B MPOrpaMMy JiedeHns ne-
FOYHOW FMNEePTEH3MM aHTarOHMCTOM 3HOOTENIMHOBBIX pe-
LLenTopOB MaLUTEHTAHOM.

B kayecTBe Tepanumu nawumeHTka nonyyana buconponon
5 mr/cyt, nosaptaH 100 Mmr/cyt, amnogunuH 5 mr/cyr,
cnunpoHonaktoH 50 mr/cyt, pypocemunt 60-80 mr/cyt
BHYTPMBEHHO C NepexofoM Ha nepopanbHbIn npuem gy-
pocemmaa 120 mr/cyt, omenpason 40 Mr/cyT, xenesa
kapbokcmMansrosat 500 mr/cyt N2 1, npeaHV30M0H BHYT-
puBeHHO 240 Mr/cyT N23, METUNNPEAHN30NOH 24 Mr/cyT
— 2 [OHS nocne nynbC-Tepanui C NocnedyioLen nocre-
MeHHOM OTMeHOW. B CBA3W C AbIxaTelbHOM HEeLOCTaTO4-
HOCTbIO MPOBOAUNMNCE MHFANALMM YBNAXXKHEHHOMO KNCSI0-
pofa. Bo n3bexaHve nogbemoB All, KoTopble NPOBOLM-
PYIOT HOCOBbIE KPOBOTEYEHWS, YCUIIEHA aHTUTUNEPTEH-
3uBHas Tepanun (gobasneH amnognnuH). Mpnem dypo-
ceMma NPOBOAMIICA MO KOHTPOJIEM CYTOYHOrO ANy pe3a.
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B pe3synerate LOCTUIHYT monoxuTenbHbin auypes +400-
500 mn/cyt. [NoctremMopparnyeckas aHeMma CKOppekTn-
poBaHa BHYTpMBEHHOW MHDY3Men 500 Mr xenesa kap-
OokcrmansTo3ata. KoHueHTpaums reMornobumHa npu Bbl-
nucke — 122 r/n. B pesynbrate NpoBefeHHOro neveHus
OoTMeYeHa NoNoXuTenbHaa ANHAMMKa B BUAE 3Ha4YUTelb-
HOMO yMeHbLUEHMS OAObILKM, Perpecca OTeKOB HUKHMUX
koHeyHocTen, AL 1 YCC yCTaHOBUAUCH Ha LLENEBOM
ypOoBHe.

Mocne BbINUCKMN 13 CTaLMoHapa Obinn CAaHbl aHanm3bl
KPOBM Ha aHTUHYKNeapHbI dakTop 1 aHTuTena Kk JHK-
Tonousomepase | (aHTn-Scl-70), JaHHbIX 3@ Hanudue
CKNepofiepMUM NoJy4eHo He ObIo, NaumeHTke Obin Ha-
3Ha4yeH MauWTeHTaH, OHaKO OT ero NpyYIMeHeHus naun-
eHTKa BO3[ep>Kanacb B CBA3WM C TeM, YTO aHeMuns pury-
pupoBana B MHCTPYKLMM KaK OAMH 13 YacTbIX MODOYHbIX
achdexToB. CoCTOAHME NaLMEHTKI OCTaBaNoCh CTabubHbIM
no asrycta 2020 r., korga ocTpo Hapocsia ofblllka u
Opwuragon ckopor MeANUMHCKON MoMOLLM OornbHas Obina
roCnuTan3rpoBaHa B OTAENeHNe peaHMaLmn 6onbHALI
no MecCTy XUTenbCTBa, FAe, CnycTa HeCcKONbKO 4acos,
ymepsa. [puyrHa cMepTy NpK ayToncum paclieHeHa Kak
aCcTMaTUYeCcKuI CTaTyc, OpoHXManbHas acTMa.

OOcyxaeHue

B 4aHHOM KIMHWYECKOM Cllydae coyeTaeTcst Oone3Hb
PaHato-Ocnepa-Bebepa 1 Taxxenas nerovHas rmnepTeHsms
C MHTePCTULMANbHBIM NopaxeHWeM nerkux. JleroyHas
apTepuanbHas rinepteHsms (JTIAI) cama no cebe Takxe
SBMAETCSH [OCTaTOMHO pefKMM 3a00neBaHeM C HacTOTON
15-25 cny4aeB Ha MUNSIMOH [6]. B ocHOBe pa3BuTUA nep-
BMYHOM JIAT B 75% cily4aeB nexar MyTauum B reHe pe-
LenTopa KOCTHOro MopgoreHeTnyeckoro denka 9 tmna
BMPR2 [7], ooHako B ocCTanbHbiXx 25% MyTaumu Bbl-
ABNAIOTCA B MHbIX reHax, B ToM dmcne ACVLRT, ENG,
SMAD4, v GDF2, accounmnpoBaHHbix ¢ HI'T [8]. IMeHHO
C o0LLeV reHeTNYeckon OCHOBOW, BeflyLLIen K HapyLLeHMIO
MUKPOaHr1oreHesa, CBA3aHo (OpPMUpPOBaHMe Nepekpect-
Horo eHoTuna, nNpwv KOTopom codetatotca HIT n JIAT
[9]. B psfie cnyvaeB nepsbiM NposiBeHreM 3aboneBaHus
CTaHOBUTCA UMeHHO JTAT, 1 nnLLb B fanbHenLLeM CTaBUTCA
ovarHo3 HIT[10, 11]. B HawweMm cnydae HaobopoT nauu-
eHTKa AnuTeNbHO CTpafana HIT, a nepBble NposBieHns
JIAT pasBununcb cnycrs 30 net nocne gediora OonesHu
Panato-Ocnepa-Bebepa. Mpryem, nossneHme Npr3Hakos
3acTos no HonbWOMY Kpyry KpoBooOpalleHus Obino
CrepBa CMPOBOLIMPOBAHO aHEMUWEN, W B AafbHENLLEM
CUMMNTOMbI CEepAe4HON HeoCTaTOYHOCTM HapacTanu Ha
(hoHe HOBbIX AMN30[0B KPOBOMOTEPU, YCyryONSIOLLX XKe-
nesopeduumT. feHeTnHeckmni fedekT, CTaBLUMA MPUHNHON
codetanua HIT v JTAT y mauyeHTku, noka He yCTaHOBIEH.
Ha 0aHHbI MOMEHT, B CBA3W C OrpaHUYEeHHbIMU PUHAH-
COBbIMY BO3MOXXHOCTSIMW, NPOBEEH TOMbKO aHaNm3 reHa
ENG, MyTaLMM B KOTOPOM ODHapy»KeHbl He Oblnn, 04HaKO

MOCMEPTHO MNAHMPYETCA OLEHUTb M Opyrve Tpu reHa,
accoummpoBaHHble ¢ HITT, a npu OTCYTCTBUM B HUX MyTaLmi,
BbIMOJTHUTL MNOJTHO3K30MHOE CeKBEHUPOBAaHNe.

Ewle ofHa 0CoOEHHOCTb NPEACTaBNEHHOIO KIMHNYe-
CKOrO CJly4as — MHTEPCTULMAIIbHOE NOPaXeHue nerkmnx.
3TN N3MEHeHUs He ABASIOTCS, MO BCeW BUAMMOCTU, HU
CaMOCTOATENTbHBIM WHTEPCTULMANbHBIM 3a0051eBaHMEM
Nerkmx, NockosbKy He OblNo Noy4eHo OTBETa Ha MynbC-
Tepanuio MIOKOKOPTMKOCTEPONAAMU, HU MHEBMOHMEN,
T.K. MOJSIHOCTBIO OTCYTCTBOBANM ayCKyNbTaTUBHbIE U3Me-
HeHMA, Kallenb 1 NPOBOCManuTeNbHble M3MEHEHNs B KPO-
BU. BepoATHO, M3MeHeHMsa Mo TUMy «MaToOBOro CTekna»
obycroBneHbl nepepacnpeaeneHnemM KpoBM B pamKax
OonesHn PaHao-Ocnepa-Bebepa B co4eTaHNN C BbICOKOW
Nero4yHoW runepreHsnen. B nutepatype onmcaH Nuilb
OAVH cny4Yam coveTanmsa HIT, JIAT 1 HTepCTULManbHOMo
MopakeHWst Nerkmx: 3To XeHLWMHa 65 neT C cemenHou
opmon HIT ¢ paHHUM AeboTOM; NPOSIBNEHVS CEpAeYHON
HeOCTaTOYHOCTU, KaK U B HaLleM crly4ae, BO3HUKIN LO-
BOJIbHO NMo34HO, B 50 neT, a npy MCKT, BbINONHEHHOW B
65 et ona UCKMoYeH s apTeprioBEHO3HbIX Mallbdop-
MaLW B Nerkux, Obinv BbISBNEHbI U3MEHEHWUS MO TUMY
«matoBoro crekna» [12]. K coxanerumio, AHK-anarHoctvika
3TOM NauUMeHTKe He MPOBOAMNAACh.

JleyeHre naumeHToB € HI'T, MOMUMO MPOPUNIaKTUKIK
N CBOEBPEMEHHOM OCTaHOBKM KPOBOTEYEHWI, He pa3pa-
©otaHo. ECTb NUMLb 3KCNepuMeHTasnbHble paboTsl, Ade-
MOHCTpUpyioLme 3hekT OT npenapaToB, CNOCOOHbIX
WNHIMOMPOBATb NATONMOrMYECKNA aHTMOreHes, TakmMx Kak
OeBaun3ymMab, VHIMOUTOPbLI TUPO3MH-KMHA3bI, a Takxe
TakponuMmMyc n crponumyc [2]. [JaHHble OTHOCUTENbHO
NeYeHNs NeroYyHoW rmnepTeHsnu y nauneHtos ¢ HIT
OrpaHMYeHbl, 0OHAKO MMEIOTCA faHHble, AEMOHCTPUPYIO-
LMe XOPOLLMI OTBET Ha CTaHAapTHOe NnedeHue J1IAT [9].
OpHoM 13 NepcnekTUBHBbIX MOMIEKYN ON5 leYeHus code-
TaHua HIT n JIAT cautaetca perynatop TpaHCKpUMLmMm
ID3, T.K. OH NaToreHeTn4yeCcku CBA3aH C Kackagamu, Beny-
LWMMM K Pa3BUTUIO 0OOVX 3a00NEeBaHNI, OQHAKO 3TO Tpe-
OyeT fanbHenwero n3yyenus [13, 14].

CMepTb NauMeHTKn, Hanbonee BEPOSITHO, HacTynuna
He OT aCTMaTWUYeCcKoro CTaTyca, T.K. OoNbHas HUKOraa He
CTpafdana OpOHXManbHOW acTMOM, a OT 3HAYUTENbHOrO
MOBbILIEHNS OABNEHNA B CUCTEME NIErO4HOW apTepuu,
YTO MOTITIO NMPWBECTU K OTeKy nerkmnx. BosmoxHo, npose-
neHve JTAT-cneumduyeckon Tepanum (OT KOTopon naum-
eHTKa BO3[ep>anacb) MO0 Obl OTCPOYUTL UK Aaxe
NpenoTBPaTUTL HEONArOMPUATHBI UCXOL.

OnUCaHHBIN HaMW KIIMHUYECKUIA Criyqart UMeeT psf,
OFPaHVYeHNIN, CBA3AHHBIX C TEXHNYECKMMY BO3MOXHO-
CTAMW: He NPOBOAUNMUCH KaTeTepm3aLna cepiua, onpe-
[eneHne ypoBHA HaTpUMYpPETUHeCKOro nentuaa v non-
HO3K30MHOe CekBEHMpOBaHMe. B CBS3U C BblpaxkeHHOW
obLern cnabocTbio NaLmMeHTK, 0byCnoBneHHON aHeMmen,
He OblN BbIMNOJIHEH TeCT C LeCTUMNHYTHOW X0abbo. DT
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3aTPYLHANOTOHHYIO OLLeHKy knacca JIAT 1 onpefeneHne
NpOrHo3a, ofHako NocnefHee, C yHeTOM NeTanbHOro MC-
X0[a, Ha MOMEHT OMWCaHUSA OAHHOIO KIMHUYEeCKOoro
Cnyyas yTpaTMIo CBOIO aKTyaslbHOCTb.

3aknoyeHue

BonesHb PaHalo-Ocnepa-Bebepa, MOMUMO COCYAMCTbIX
NPOSABNEHNIA, MOXET MaHU(ECTVPOBATL BbICOKOW NErOYHOM
rMnepTeH3mnen 1 MHTePCTULMAIbHBIM NOPaXKEHEM NErKMX.
MporHos npwn HIT B covetaHun ¢ JIAI onpepensercs He
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