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Vascular malformations of the lungs and the liver at patient
with hereditary hemorrhagic teleangiectasia

M.S. Zharkova, A.V. Lapshin, Ye.N. German, M.V. Mayevskaya, |.A. Sokolina, V.T. lvashkin

LUenb ny6nukauum. [NpoaoemMoHCTpUpoBaTh pPea-
KUA cnyyYam pas3BUTUS COCYAUCTbIX Manbdopmauuin
JNIErKMX 1 NeYeHn, paccMoTpeTb NaToPU3nonornyeckme
MeXaHN3Mbl BbISIBJIEHHBIX U3MEHEHUN N KIWHUYECKNE
nposiBieHns 3abosieBaHNS.

Oco6eHHOCTN KNIUMHUYEeCcKoro cny4as. 3abose-
BaHve y MOJIOA0ro nauyeHTa MaHndecTnpoBano HoCo-
BbIMW KPOBOTEYEHUSMU, K KOTOPbIM BMOCNEACTBUN
NPUCOEANHUINCH MPOSBAEHUS TSXKENOW ObIXaTenbHOMN
HEeAO0CTaTO4YHOCTU U NOPTaNIbHOM rMNEPTEH3MN. B OCHO-
BE K/IMHNYECKUX NPOSIBIEHMI flIEeXaT TeneaHrnakrasmm
KOXW U CIN3NUCTbIX 060n04ek, audpdy3Hble Menkne
COCyaMCTble ManbdopMaLUM MEYEHN N NETKNX C HANU-
ynem cbpoca KpoBM crnpasa HaneBo. TPYAHOCTb BbIGO-
pa ne4yebHON TaKTUKKN onNpenensnacb HEBO3MOXHOCTbIO
NnpoBeaEeHNS KOHCEpPBATUBHOM Tepanuu, COCyaMCTON
aMbonusauun WM OpPraHCOXPaHSIoLEen pe3ekunn
[onu opraHa. BonbHOWM 6GbIN HaNpPaBieH HA MOCTaHOBKY
B JINCT OXXnpaHns TpaHCNNaHTaunm Nerkmux U Ne4YeHu.

3aknouyeHue. HacnenctBeHHas remopparuyec-
Kas TefleaHrnakTasns — peakoe reHetnyeckoe 3abo-
JNIEBaHVE, XapakTepU3yloLLeecss aHOManuen pasBuTug
COCY/J0B 1 pa3Ho06pa3nemM KIMHNYECKMX MPOSIBAEHNIA.
HecmoTps Ha ny4liee NoHMMaHue MexaHM3mMoB 60ses-
HW N BHEOPEHWE HOBbIX METOOOB €€ ANArHOCTUKMU,
HaCNeACTBEHHAs remopparvyeckasl TefeaHrmakTasus
He 00 KOHLA OLEHNBAETCH KIMHULMCTaMu, 4aCcTo OcTa-
BasiCb HEPaCrno3HaHHOW, BMJIOTb A0 MOSBJIEHUS TSXe-
JIbIX, MOPOW XNIHEYrPOXAKOLLMX COCTOSHUIN.

The aim of publication. To show a rare case of
pulmonary and hepatic vascular malformations devel-
opment, to discuss pathophysiological mechanisms of
revealed changes and clinical symptoms of disease.

Features of clinical case. At the young patient
disease manifested by nasal bleedings, that was sub-
sequently accompanied by severe respiratory failure
and portal hypertension. Clinical signs were related to
skin and mucosae teleangiectasias, diffuse small vas-
cular malformations of the liver and lungs with left-to-
right shunting of the blood. Difficulty of medical tactics
choice was determined by impossibility of conservative
treatment, vascular embolization or organ-preserving
resection of lobe of the organ. Patient has been referred
to inclusion to the Waiting list for the lungs and liver
transplantation.

Conclusion. Hereditary hemorrhagic teleangiecta-
sia is infrequent genetic disease described by anomaly
of vascular development and diversity of clinical symp-
toms. Despite of the better comprehension of mecha-
nisms of disease and introduction of new methods of
its diagnostics, hereditary hemorrhagic teleangiectasia
is not completely estimated by clinicians, frequently
remaining unrecognised, up to development of severe,
sometimes — life-threatening states.

Key words: hereditary hemorrhagic teleangiecta-
sia, diffuse arteriovenous malformations of the lungs
and the liver, portal hypertension, respiratory failure,
left-to-right shunt of the blood.
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KnioueBble cnoBa: HacleACTBEHHAs reMopparu-
yeckas TeneaHrmakTasus, auddysHole apTeEPMOBEHO3-
Hble ManbdOopMauuy NErkMx U nedyeHu, noprtanbHas
rMNepTeH3uns, OpixatenbHas HeJoCTaTO4YHOCTb, cOpoc
KPOBW crnpaBa HaseBo.

acedcmeennas zemoppazureckas menean-

eusxmasuss (HI'T), wim 6Gonesubp Pawnmaio—

Ocnepa—Be6epa, reHeTnyeckoe 3a60.Je-
BaHWe, HacJeayeMoe 10 ayTOCOMHO-JIOMUHAHTHOMY
TUIY, XapakTepusyolieecs aHoMalnell pa3BUTHSA
COCYZIOB B BUJI€ TEJICAHTMIKTA3UIl, aHEBPU3M, apre-
PUOBEHO3HBIX MaJsb(opMalyii B KOXe, CJIU3UCTbIX
000JI0YKaX, BHYTPEHHUX opraHax. TejneaHruskrasuu
MPEJCTABISAIOT cO60# (DOKATHHBIE PACIINPEHUS MTOCT-
KAIMMLJISIPHBIX BEHYJ, a apTePUOBEHO3HbBIE COYCTHSI
— COOOTIEHHUS MEXK/Iy [IUJIATHPOBAHHBIMU TIHTAIO-
MUMU  apTEPUOJAMU ¥ JIPEHUPYIONUMH BeHYJIaMU
¢ TIYHTUPOBAHWEM KPOBU B 00XO/ KAMIJISPHOTO
JIOKA.

3aboJsieBaHne ¥MeeT pa3Hylo TeorpaduyecKyio
pacnpoCcTpaHeHHOCTh, Bapbupys ¢ dYacrotoit 1—2
cayuag wa 10 000—100 000 wemoBek. OHo MoKer
IPOABJATBCA TeMATOJOTMYECKUMH, HEBPOJIOTHYEeC-
KUMH, JIEFOYHBIMU, KOXKHBIMU N3MEHEHHSAMH, 3aTpa-
ruBatb Keaydouno-kuweunviti mpaxm (GKKT). Bo
MHOTHX CJIydassX KJIUHUKA OTPAHMYUBAETCS JIUIID
PENUIUBUPYIONIUMI HOCOBBIMH KPOBOTEYEHUSIMU.

B nanHOl cTaThe MBI MPECTaBIsIeM PEIKUH CIy-
Jaif TsoKesoro TedeHUs 6ose3Hn Panmio—Ociepa c
HaJMYueM COCYMCTBIX Majab(opMaruii B JerKux u
nedeHu, oOCY:KJaeM MaTOTeHETHYeCKIe MEeXaHW3Mbl
KJIMHAYECKUX MPOSBJICHUN U, OTTAJKUBASICh OT HUX,
paccMaTpuBaeM BO3MOJKHbIE TTOAXO/bI K JIEYEHUIO.

KAamnnueckoe HaOAIOAEHUIE

Boabnoit B., 19 ser, nocrynui B KIMHUKY IIpolie-
JIEBTUKN BHYTPEHHUX GOJI€3HEl, racTpOIHTEPOJIOTHI
un renatosoruu uM. B.X. Bacunenko 1-ro MI'MY
nM. .M. CeueHoBa c :xajmo6aMu Ha OJBIMIKY MpH
MUHUMAJTbHON (PU3MYECKON aKTUBHOCTH, OOTIYIO CJIa-
60CTb, OBICTPYIO YTOMJSIEMOCTD, PEIUINBUPYIOIIIE
HOCOBbIE KpoBoTeueHusi. V3BecTHO, 4TO POJUJICS B
CPOK OT BTOpOIl GEpPeMEeHHOCTH, POC M PA3BUBAJICS
COOTBETCTBEHHO Bo3pacty. Ilepuognuecku 6Gecroko-
WJIM HOCOBbIE KPOBOTEUEHUsI, BO3HUKABIIIME TIPEUMY-
IIeCTBEHHO Ha (hOHE IMOIMOHAIBHBIX U (DU3UYECKUX
neperpy3ok. B 13 JieT BiiepBble MOSBUINCH U CTAJIN
Hapacrtatb o0masi ¢Jaa6oCTb, MOBBIIIEHHAS YTOM-
JIIEMOCTb, OJbIIIKA IIPH YMEepeHHOH (husnuecKkoil
Harpyske, KOTOpble OTPAaHUYMUBAJIN MOJIPOCTKA B €ro
MOBCEIHEBHOW aKTUBHOCTU. B Bo3pacte 14 mer ama-
THOCTHPOBAH TyOepKYyJIe3HBIN TPOIECC IO Pe3yJib-
TaTaM TIOJOKUTEJNbHOI peaknuu Ha Tpoly MaHTy
(co ca0B Marepn MeAMIMHCKOW JOKYMEHTAI[MH He
npeocrasiaeHo). [IpoBoOANIOCH JledeHne TPOTUBOTY-
6epKyJIe3HbIMU TIperaparaMu B TedeHune 3 Mec.

B mocaexyromnme TOALI  BbBINIENEPEYNCIEHHbBIE
JKaJIOOB! yCUIWBAMICh U B 17 jeT 1715 06cieloBaHus
nmanueHT OblT HampaBieH B Poccuiickyio IeTcKyio
KJIMHUYIECKYIO O0bHUILY T. MockBbl. OGHAPY KEeHHbIE
B aHAJIM3aX KPOBU IIOBBINICHUE YPOBHA T'€MOIJIO-
6una (173 1/1), BbIpaKEeHHAsA TPOMGOIUTOIECHUS
(43 tpIc.), neiixoruronenus (2,9 Tbic.) HaTaaKUBa-
JIM Ha MbBICJAb O TIeMaToJIOIMYECKOM 3a60jieBaHui,
O/IHAKO TIPU WCCJEIOBAaHUM KOCTHOTO MO3Ta BCe
POCTKH KPOBETBOPEHUSI COXPAHEHbBI, (€3 HapyIIeHUs
CO3peBaHus, JUIIb HAGI0[AJ0Ch YCUJIEHUE TMPOJIU-
deparu apuTponossa. IlpuamHON ABYXPOCTKOBOI
IUTONIEHUN MOTJIA CJYKUTHh CIUIEHOMETasusi, KOTO-
pasg HapsIy € BIEPBbIC BBISBICHHBIMU BAapUKO3HDBIM
paciImpeHreM BeH THIIEBOA /10 2 MM W paclimpe-
HHUEM CeJie3eHOYHON M BOPOTHOU BEH YKJAIbIBAJACh
B PaMKH TOPTAJbHON THunepreH3nn. ['eHe3 ee ObLI He
JI0 KOHIIA $ICeH, TaK KaK M3MEHEHUIl apXUTEeKTOHUKH
[leYeHN B CTOPOHY Y3€JIKOBOH TI'uiepIuiasui oOHapy-
JKEHO He ObLIO.

[pu xomnviomepro-momozpagpuueckom (KT)
UCCIeIOBAHNN GPIOTITHON TOJOCTH BO3HHUKJIO TO/03-
peHre Ha MeJKHe apTePUOBEHO3HbIE IMYHTHI B HUXK-
HUX OT/esaX 6-TO cerMeHTa IMpaBoil JOJW TEYeHH.
C 1eapo 0ObSICHEHUS [AbIXaTeJbHON HEL0CTATOUYHOC-
TH, KPOME PYTHHHOTO PEHTT€HOJOTHYECKOTO UCCIIe/I0-
Banusi, Obna npoejeHa KT-anrmorpadus aoprbl u
JIETOYHBIX apTepuil, KOTopas HoKasaja CJIeIyIONyIo
KapTuny. B 3asHeM cpefocTeHUN BOKPYT HUIIEBO/IA,
Tpaxeu, IJIaBHBIX OPOHXOB M HUCXOJSANIEH AOpTHI
OIIPE/Ie/IAMNCh HECKOJbKO PpacHIMPEHHbIE COCY/bl
— KoJuTarepajibHble, X0/ KOTOPBIX MPOCTEIUTb He
MIPEJICTABISJIOCh BO3MOKHBIM U3-32 TEXHUYECKUX
rapaMeTpoB armapaTta W TSXKECTU COCTOSHUS Talu-
enTa (HEBO3MOKHOCTD JITUTENLHON 3a/€PyKKH JIbIXa-
Husg). OTMEYanoch TakKe HEKOTOPOE PpacHinpeHue
JIETOYHBIX BEH, C MEJKUMH «TOYEYHBIMU» CTPYKTYpa-
MU TI0 niepudepuu JEerkuX. YKazaHHble M3MEHEHUS
3aCTaBUIN  TIPEINOJNOXKUTh Hammune Auddy3HbIX
ApTEPUOBEHO3HBIX TIIYHTOB B JIETKUX.

YuuTpiBasgs HEBO3MOXKHOCTb IPOBEACHUS XUPYP-
TMYeCKOTO JieueHus, Obljla Ha3HAUeHA Teparus Mpej-
HHU30JI0HOM B jto3e 1 mMr/kr/cyT, Ha (donHe KOTOpOii
MOJIOKUTETTHHON JIMHAMUKN B COCTOSTHUM GOJIbHOTO He
Ha6moganoch. I1o JaHHBIM TOBTOPHBIX TOCITUTAIN3A-
Uit o0 MecTy KuteabcTBa B TamMOOBCKoi o6JacT,
B KJWHWYECKOW KapTUHE HapacTa Il JbIXaTeJbHast
HEIOCTAaTOYHOCTD, MPOSIBJSBIIASCS OJBIIKON 1 1ud-
(Qy3HBIM TTMAHO30M, ACTEHWYECKWI CHHIPOM, CHH/I-
POM TIOPTATHHON TUMEPTEH3WN, MOATBEPKIABITUICS
yBeJMYEHNEM Ppa3MepoB CeJe3eHKH, BapUKO3HBIX
Ben mumesoga (mo 4 mMm). ITaumeHnt ObLT Hampas-
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Jgen B kamHUKY uM. B.X. Bacunenko 1-ro MTMY
um. .M. Ceuenosa.

[lanHble aHaMHe3a JKWU3HM He MOIJIM JIaTh HaM
nHdopManuio, OOBSCHSIIONYIO ITPOUCXOXK/IEHNE
Pa3BUBIIUXCS Yy OOJbHOIO KJIMHUYECKUX ITPOSIB-
JeHuil. BpeaHble TPUBBIUKN, B TOM 4YHCIEe Kype-
HUe, 3JI0ynoTpeOJeHne ajKorojeM, OH OTPHUIlaJ.

)

Puc. 1. Bup HorTell y 60AbHOTO B.

Aneprosiornueckuii anamMHue3 He orsArorieH. Cxosxkei
KJIMHUYECKON KapTUHBI Yy OJU3KUX POJICTBEHHUKOB
(pomuTenn, cecTpa) HE OTMEYAIOCH.

[Ipu o6bexkTuBHOM O0OCTEAOBaHUM  OOpAIIATT
BHUMaHWE TIOHIKEHHDBIH TPOMOIOrHYecKii crartyc
(unpexc Mmaccnt Tema 18,5 kr/m2), auddysHbiii
IMaHO3 KOXKM, CAU3UCTBIX obosiovek. Ha koxe mmia
MHOKECTBO aKHe pa3Ho# cTemeHu paspuTusa. Ha
CIMBNCTOM POTOBOH TOJIOCTH, KPACHOU KaiimMe TYO,
MOYKAX yHIeH TeJeaHrMsKTa3uu, Ha KOXKe BepxHeil
MOJIOBUHBI TYJIOBUINA TOYEUHbBIE BBICHINAHUS KPACHO-
KOPUYHEBOTO 1[BETA, HE 3YSAIINE, NCUE3A0Ne TTPU
HaJlaBMBaHWKM. HOrTH M3MEHEHBI 10 THITY «4aCOBBIX
crekom» (puc. 1). Ortmevamacy aedopmanus rpy/-
HOW KJIETKH B BHJEe KU(DOCKOINO3a W CEPeYHOTO
rop6a. B mokoe BBIABJISAIOCH yMEPEHHOE TaXWITHOI
qo 18 B MMHYTYy, [AbIXaHHE >KECTKOe, XPWIIbl He
BbicTymuBagnch. Cep/iedHble TOHBI TPH AYCKYJIb-
TallMW TIPUTJAYINEHDBI, MATKUH CHCTOJIUYECKUH TITyM
Ha BepXYIIKe, TeHjeHIusg K Taxukapaun 10 90—100
yaapoB B MuUHYTY. sKuBoT Markumii, 6e360je3HEH-
uplii. CeJie3eHKa 1Ipu HaJbIIAllMK yBeJIUYEHA.

BroisiBiennbie  0ObEKTHBHBIE W3MEHEHUSI MOTJIU
VKJIQJIbIBAThCSI B PaMKU CHH/IPOMA JIETOUHOW W BHe-
MeYeHOYHOl TopTanbhoii runeprensuu. /Iuddepen-
[UATHHBIN JMAarHO3 HEOOXOAMMO ObLIO TMPOBOIMTD
MEK/Iy BPOKIEHHOW aHOMAJWell COCYIUCTOTO PycJa,
IUPPO30M TIeYeHN C JuJaTalyell TMpeKamuIIsPHBIX
COCY/IOB M HapyIIEHUEM OKCHreHanuu Kposu (rema-
TOTYJIBMOHAJBHBIN CHHAPOM), BPOKJACHHBIMU I[Ha-
HOTHYECKUMHU TIOPOKAMM CEP/Id, KUIIEYHBIM IHCTO-

COMO30M C Pa3BUTHEM IEePHUIIOPTATIbHOTO Guéposa u
JIETOYHBIX apTePUOBEHO3HBIX (DUCTY.I.

B ananmmsax KpOBM OTMEYAJUCh 3IPUTPOIUTO3
(5,6x1012/1), moBbINIEHNE yPOBHA reMOrJo6HHA 10
184 1/, TpoMbormTonenus (27 ThiC.), JTeAKOIEHII
(2 TBIC), yMeEpeHHOE yBeaMYeHne CoAepsKaHus o0mie-
ro Oummpy6nHa W IMEeI0YHOH (ocdartasbl, HecyIec-
TBEHHOE CHIDKEHWE TPOTPOMOMHOBOTO WHEKCA [0
79%. Mapképbl BupycHbix rematutoB, BUY, RW
He BBISIBJISJIUCD.

[maro3 y wHabmogasimerocss GOJBHOTO Jabopa-
TOPHO TOATBEP:K/IAJCS BbIPAXKEHHOH THUIIOKceMueit
(pO, 36 MM pr. cr.) u runokanuuein (pCO, 32 MM
PT. CT.) 1O pe3yJbTaTaM HCCIe0OBaHUsI KUCIAOTHO-
HIEJIOYHOTO COCTOSIHUST BEHO3HOI KpoBu. CaTyparus
KICJIOPOZa Pe3KO CHIKeHa: B mokoe — 71%, mpu
yMepeHHol Qusuueckoii Harpyske (crmyck Ha JBa
JIECTHUYHBIX TpoeMa) — 34%.

Xapakrep THUIIOKCEMUU TpeOOBaT YTOUHEHUS.
W3BecTHDBI pa3MmyHbIe MEXAaHU3MBI TTOCTAETHEH, OTHA-
KO B KJIMHUYECKON MPaKTUKe HamboJsee 4acTo BCTpe-
yaloTcd caenytomnme: cHmkerne pO, BO BABIXaeMOM
BO3/yXe, THIOBEHTUIANNS, cOPOC KPOBU CIIpaBa
HaJIeBO, HEPABHOMEPHOCTb COOTHOIIEHUS alIbBEOJISIP-
Holl Bentmsinuu K nepdysun (taba. 1) [7]. Oxuaum
13 JIMarHOCTUYEeCKUX TeCTOB, MO3BOJAINX aAudde-
PEHIIMPOBATH pa3Hbie THUIIbI TUIIOKCEMUH, SIBJISIETCS
npoba ¢ WHTAJSIel KUCJ0poAa € MoCaepyonei
otteHkoit ypoBusi pO, apTepuanbHOil KpoBU. Y 60JIb-
HOTO JaHHas Mpo6a OKa3aaach OTPUIATENbHON, T. €.
nocste warassinnn 100% Kuciopoma 1mon gaBieHneM
10 n/MuH B TedeHue 15 MHH PETHCTPUPOBAIOCH
JINITb He3HauuTesabHOe Tosbiienne pO, — ¢ 36 1o
45 MM PT. CT. ITO CBUAETEJLCTBOBAIO B MOJbB3Y
rUIIOKceMuu, 06yCIOBIEHHOI cOPOCOM KPOBH CIIpaBa
HaseBo. IloaTBepAuTD 3TO yIAd0Ch M pe3yJsbTaTaMu
PAJMON30TOITHOTO uccyeoBannsd nepdys3un Jerkux.
[Ipn wmccienoBaHNM B DPEXUME <«BCErO Tesay ObLI
3auKcHpoBaH MPaBo-JeBbIil COPOC KPOBHU, KOTOPDIi
IpU  KOJTMYECTBEHHON 06paboTKe cocTaBuy GoJiee
65%.

Yto6bl TIpOBECTH pasrpaHUyYeHre MEXK1y BHYT-
PUJIETOYHBIM U BHYTPHUCEPAECYHBIM COPOCOM, HEOO0-
XOAUMO OBLIO WMCKJIIOYUTD TOPOKH cepama. Ilpu
I9x0-KI' BbisgBJIeHBI MUTpasibHasi, aopTajbHas, TPHU-
KycnupaibHag perypruraius 1 cremeHu, yMepeH-
HO BbIpAXKEHHAsA THUIepTpoduss MUOKapaa JeBOTro
JKeJIy/IOuKa, He3HAYUTeJbHOEe PACIIUpeHue JIeBO-
ro npexacepaus (4,4X5,5 ¢M), JI€BOTO JKeIym04YKa
(3,0x5,8 cm). /laByenue B JierouHoii aprepuu GbLIO
B mpenenax HopMmbl. Takue wu3MeHEHUS HE MOIJH
O0BSICHUTDh KJIMHUYECKYIO KapTHHY, Pa3BUJINCH OHH,
CKOpee BCero, BTOPUYHO Ha (hOHE yKe CYIIeCTBYIO-
ntero 3a6osieBanust. [lpn KT-ucciaepoBanwu rpy-
HOIl KJIETKM YCTaHOBJIEHO: CTPOEHHUE TPaxeoOpOH-
XUATHHOTO JlepeBa TPaBIIbLHOE, TTPOCBETHI OPOHXOB
0 cyOcerMeHTapHOTO ypOBHA cBoOGoaHBI. Ilocre
BHYTPUBEHHOTO BBE/IEHNS KOHTPACTHOTO BEIIECTBA!
JIETOYHDbIE BEHbI PACIIMPEHbI Ha BCEM IMPOTSIKEHUH,
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Tabauua 1

AnddepeHnuarbHBIU AMATHO3 PA3AUYHBIX TUIIOB TUIIOKCEMUN

MexaHn3M TUITOKCEMUN

Jlmarnoctuka

[Iprunnb

Cumwxkenne pO, BO BbIXaeMOM
BO3JlyXe

lunoBenTHISATINS

C6poc KpoBHU CIIpaBa HAJEBO

HepaBHOMEpPHOCTD aJIbBEOJIIPHON
BeHTUJISITUN/ TIepdy3un

P(a2)O» HE IIOBBIIIEHO
[Tosbienne pCO,,

OrcyTcTBUE NOBDIIEHUS
pO, npu nnramamun O,

Ycrpanenue runokceMun
npu uHragsgmm O,

[Ipe6piBarne Ha BbicoTe, KoHmeHTpanus O,
B Bozayxe <21%

YrHeTeHne ApIXaTteqbHOro [EHTPa, HEPBHO-
MbIIIIEYHbIE 3a60/1eBaHUI

1. Buyrpucepzaeunbiii Tun (BposkaeHHbIE (1A~
HOTHYECKHE TIOPOKU CEP/IIIA
2. BHyTpuierouHbIii THIIL:
e mopaykeHue anabBeo (aTenexTas, oTex
JIETKUX )
* apTEePHOBEHO3HbIE CBUIIN

BponxmanbHas actMa, XpOHUYECKHE 06CTPYK-
TUBHbBIE 3a00JIEBAHNUS JIETKUX, UHTEPCTUIIAIID-
Hble 3200JIeBaHMs JIETKUX, TTHEBMOHUS

n3BnThl. OTMeuasoch MPAKTUYECKN OZHOMOMEHTHOE
KOHTPACTUPOBAHNE JIETOYHBIX aPTEPUATBHBIX COCY-
JIOB, AOpThl U OPOHXUAJIBHBIX apTEPUil, JEroOYHbIX
BEH, UYTO MO3BOJISLIO TIPE/INOJNOKUTh PA3BUTHE apTe-
PHOBEHO3HBIX MasibhOpMaIunii.

CremyiomuM KJIIOYOM K TIOCTAaHOBKE JIMAarHO3a
ObLIIO TIOHUMAaHWEe TPUYMHBI TTOPTAJLHONW TUIIEPTEH-
3ur. KT opranoB OpIONIHON MOJOCTH € BHYTPH-
BEHHBIM KOHTPACTUPOBAHMEM TIOKA3aJ0 HaJIMdne
CIJIEHOMETAJINH, CIJIEHOTacTPAJbHBIX AaHACTOMO30B,
pacniMpeHne MeYeHOYHbIX BeH, BHYTPHUIIEYEHOYHBIX
MOPTaIbHBIX COCYy0B. Boportnas Bena (18 wmm),
cenesenovnass Bena (14 MM) wMennm W3BHTOH XO/I.
Ha ocHOBaHWM TOJy4eHHBIX [JAHHBIX MOXKHO OBLTO
3aI0I03PUTD COCYIUCTBIE TMYHTBI CO COPOCOM KPOBU
B BEHbI MMOPTATHHONU CUCTEMBI.

Bosspamniasicb k o6¢cysk/ieHnio 3a6oeBaHuii, BXo-
adamux B Kpyr  auddepeHimasbHoro  JIMarHosa,
MOXHO ObLJIO C JIOCTOBEPHOCTHIO OIIPOBEPTHYTH
Hajmune y GOJIbHOTO TTOPOKOB cepia. CoxpaHeHHas
cuHTeTn4YecKass (PyHKIUS TleyeHu, OTCYTCTBHE H3Me-
HeHnii ee apxurektonnku (mo pesyabratam KT-
HCCeIOBaHNs) CBUIETENbCTBOBANM NPOTUB IUPPO-

3a IEYEeHNW C TeraToNyJbMOHAJIbHBIM CHH/IPOMOM.
B nurepatype onmcaHbl cy4ad pazBUTHS JIETOYHBIX
apTepUOBEHO3HBIX (UCTYJ Ha (oHE MIMCTOCOMO3a,
OJTHAKO MOCJICTHUI Yalile BOSHUKAET B 3HeMUYECKITX
ouarax, OObIYHO COIPOBOK/AeTcsi d03uHODUINEN U
nepunopraabHbiM (huéposom neuenn [3].

Takum o6paszom, Hanbosee BEPOSITHON TPUIHHOI
OIIMCAHHBIX CHMITOMOB MOIJIO CTaTb Haau4yue y
6OJIBHOTO BPOK/IEHHBIX COCYAMCTBIX aHOMANNi. Dbt
copmysupoBan gauarHos: 6osesnb Panpio—Ociepa
C HaJMYMeM apTepHOBEHO3HBIX MasbdopMaluii B
Jerknx, mevyeHn. lloprasbHas TUHEPTEH3Ws: Bapu-
KO3HOE PpacIpeHne BeH MUIeBofa 2-f CTeNeHH,
crieHoMerasns. [[ByXpOCTKOBast IMTOTEHM: Jiei-
KolleHusi, TPOMOOIUTONEHUsI. BTopudHbiii 3pPUTPO-
1nuTo3 Ha (HoHe ABIXaTeNbHOH HEZOCTATOYHOCTH
IT crenenn.

[lnarno3 HacJjie/ICTBEHHOI TeMOpparniecKkoil tesue-
AHTMIKTA3UN CYUTACTCS JOCTOBEPHDBIM, €CJIU UMeeTcs
He MeHee 3 OCHOBHbBIX /IMAarHOCTUYECKHX KPUTEpHUEB
(tabn. 2): snucrakcuc, OOBIMHO MPOSBJASIONINIICS
C JIeTCTBA, TEJIEAHTUIKTA3NN Ha KOXKEe WMJIU CJIN3UC-
TBIX 060JIOYKAX, TOPa’KeHWe BHYTPEHHUX OPraHOB

Tabauua 2

ArarHocTrueckre KpUTEPUU HACAEACTBEHHOM reMOpparndyeCckKou TeA€aHTUIKTA3UuU

Kpurepun

Onpenesenne

Knnnnaeckne:
® SINCTAKCUC

® TeJICAHTMAKTA3UN
TIAJIBITbI

* [IoOpa’keHHue BHYTPEHHUX OPraHOB

* ceMelHbIIl aHaMHe3
JlmarHoctuyeckue:

* JIOCTOBEPHBIN JAMArHO3

* BEpOSITHDBIN /INAarHO3

® COMHUTETbHBIIN JAnario3

2 KpuUTepus

1 xpurepmuit

CrioHTaHHBIE pennBrpytoniie HoCoOBbl€ KPOBOTEUEHU S
XapaKTepﬁoe MEeCTOPACIIOJIOKEHNE (l'yébI, poOTOBasd IOJIOCTb, HOC,

COCyI[I/ICTbIe Ma]Ib(bOpMaL[I/II/I B JIETKUX, II€4YeHHU, I'OJIOBHOM M CIINH-

HoM moasre, JKKT
3a6osieBaHne y GIM3KOTO POJCTBEHHUKA

3 u 6oJee KpUTEpPUEB
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(nerkme, wneHTpasbHasg HepBHasg cucreMa, JKKT
WM Ie4eHb) U Haauune 3aboseBaHus B ceMbe [13].
¥ nabmogasiierocss G0JbHOTO MOXHO C JIOCTOBEP-
HOCTBIO TOBOPUTL O HAJMYUU 3 TPU3HAKOB — PeEIH-
JIMBUPYIOIIME HOCOBBIE KPOBOTEUEHUS, TEJEAHTHIK-
Tasu Ha Ty6ax, CJAUBUCTBIX OGOJOYKAX POTOBOW M
HOCOBOI TIOJIOCTEl, cOCyanucTbie Maab(opMaryu B
JIETKUX W TIE€YEHHU.

B o6oapmunctBe cayyaeB HIT Bbi3Bana MyTa-
IUSMI OJHOTO M3 [IBYX PAa3HbIX T€HOB, B CBSI3U C
yem Gosiesub Panpio—Ocrepa 1ojpasjiessior Ha
tun 1 mwrun 2 [12]. Ob6a reHa KoAupyioT CUHTE3
TpaHCMEeMOPaHHBIX OEJIKOB, KOTOpbIE 3KCIpPecCu-
PYIOTCSl IIPEUMYIIECTBEHHO Ha 3SHJIOTEJIMH COCY/I0B.
B cayuae HI'T 1-ro Tuma myTtamus 3arparusaer 12-1o
XPOMOCOMY T'eHa, KOAUPYIoIero o6pazoBaHue MeMO-
parHOTrO TJHMKonpoTtenHa sugoranHa. [Ipw HI'T 2-ro
TUIIa MyTauus pacnoJaraercst Ha 12-if xpomocome
TeHa, OTBETCTBEHHOTO 3a cuHTe3 (epmenta ALK-1
(activin receptor-like kinase type 1).

Kuunnveckue mnposiBienusi 3a60jieBaHUST Pa3Jin-
YaloTcAd B 3aBUCHMOCTH OT reHotuma [8]. Myrarmn
B pamkax 1-ro tuna HIT acconuupyiorcs ¢ 6Gosee
YacTbIM BO3HMKHOBEHHEM JIETOYHBIX apTEPHOBEHO3-
HbIX Masdbdopmanuii, B To Bpems kak npu HIT
2-TO THIIA BEJUKA BEPOATHOCTb IIOPAKEHUS I1E€YEHHU.
Nwmerorcs taxke cembu, e denorun HI'T ne 6b11
CBSI3aH HU C OJHOI M3 ATHX MYyTAIlMii, YTO HABOIHUT
Ha MBICJIb O CYIECTBOBAHUY MYTAI[MH TPETHETO TeHa.
OHaKO HACJE[ICTBEHHDBIN XapaKkTep O0JEe3H! COTrJiac-
HO POIOCTOBHOI MOKHO BBIABHTH He Beerpa (y 85%
6oabHbIX). O6CTEyeMbIi HAME TIAIIMEHT, BEPOSITHEE
BCETO, TIOMAJ B Ty TPyINy OOJbHBIX, Y KOTOPBIX
BO3HUKAIOT CHOPAJMYecKue MyTalliu, He 0OHAPYKU-
BaeMble paHee y OJU3KUX POACTBEHHUKOB.

[TepBbiM cumnTOMOM 3a60J€BaHUSI B IPEJCTAB-
JIECHHOM KJMHUYECKOM [pHUMepe CTajl HOCOBBIE
KPOBOTEYEHUS, KOTOPbIE, COIJIACHO JaHHBIM JHTEpa-
TYPBI, CJIy>KaT caMoii yacToii Manudecranueii 6oJes-
uu Pangio—Ocnepa [11]. IlpnunHOil CIOHTaAHHOTO
PEIUANBUPYIONIETO SMHUCTAKCHCA SIBJSIOTCS TeseaH-
TMAKTA3NN CJIU3UCTON OGOJIOUKH HOCA, 00Pa3yIoNiu-
ecs Gosee yeM y 90% Gospubix. CremneHb TsKeCTH
MOJKET BapbHpPOBAaTh OT JIETKOH, He Tpelyrollei
JICUEHUS, JI0 TSKENOH, KOr/la MAlMeHThl HYXKIAI0TCS
B TMOBTOPHBIX NepeaMBaHUAX KpoBu. Yaine HOCO-
Bble KPOBOTEUYEHHS TOABISAIOTCS B PaHHEM [IETCTBE,
CTaHOBACH 60JIee YACTBIMHU U TIPOJIOJIKUTEbHBIMUA B
HOCJIeIyTOIIIe TO/bl KU3HH.

Oco6eHHOCTbIO Halllero HaOJI0eHUS  SABJISAET-
ca Hammune JUMQY3HBIX MeJbuallllinX apTepuo-
BEHO3HBIX IIIYHTOB B JIETKUX, KJIWHWYECKH [e6I0-
TUPOBABIINX YK€ B MOJIOJOM BO3PACTe OJIBIIIKOM,
IIAHO30M, U3MEHEHWEM HOTTEBOTO JIOKa IO THUITY
«4acoBBIX cTeKoJ». Cocyauctbie MaiabhopMaun
B JIETKUX BbIABIASAIOTCS y 15—35% malueHros c
6oJie3ubio Panio—Ociiepa, vaie nocsae 30 et [6].
KmmHudeckn OHM MOTYT TPOTEKaTbh OGeCCUMITOMHO
B CJydae IIYHTHMPOBAaHUSI 4Yepe3 HHUX MeHee 25%

BEHO3HOI KpoBU. BoJjiee KpyIHble apTePHOBEHO3HBIE
MasbdopMalui  MOryT MaHu@ecTHpoBaTb pPe3KuM
CHIDKEHHUEM TOJIEPAHTHOCTH K (DU3NYECKUM HArpys-
KaM, JbIXaTeJbHON HeJO0CTATOYHOCTBIO, BTOPUYHOI
MOJINIIUTEMIEN U Jla’Ke JIETOYHBIM KPOBOTCUEHHUEM.
Ho Mosxer i cocyucrast [uciia3usi ObITh BbI3BaHA
JIPYTUMHA 32a60I€BAHUSIMH ?

Cocymuctpie MagbGoOpMaIlil B JIETKAX MOTYT
6bith BposkaenubiMu (oxoo 70%) m npuoGpereH-
upiMu. [IprunHOit BpPOXIEHHBIX JIETOYHBIX apTe-
puoBeHo3HbIX Masnbdopmaruit  sBasgercs HIT.
[Ipuo6perentble aHoMasuu COOOIIEHUST COCY/IOB
BO3HUKAIOT Yallle BCEro B pPe3yJbTaTe XPOHUYECKHUX
BOCIIQJINTEJbHBIX IIPOIECCOB B JIETKUX WJIM TPaBMbl
rpyaHoit kiaetku. Ty6epKyie3 Jerknx, akTHHOMUKO3,
HIKCTOCOMO3 MPEJICTABISAIOT coO0i Hanbosiee JacTbie
MPUYUHBI BTOPUYHBIX JIEFOYHDBIX APTEPUOBEHO3HBIX
MasbdopMaluii co c6pocoM KPOBU CIIPaBa HAJIEBO
[2]. OcnoBHOIl TaTOreHeTUYECKUil MeXaHU3M IPU
TOM — XPOHMYECKOe BOCIAJEHUE W UITEMUS.

Jlerounble apTeprOBEHO3HBIC IIYHTBI MOTYT Pas-
BUBATHCA TaKXKe KakK IMO3JHee OCJIOKHEHHEe Hapy-
menuss PyHKIUKU TeyeHn. Bo3HUKAONMIT 11pu 9TOM
zenamonyavmonarvioni cunopom (TTIC) onpene-
Jigercss Kak KJIMHUYecKas TpHaja: IIUPPO3 IIeYeHH,
CHIDKEHHE OKCUTEHAINN apTepuaJbHON KPOBU U pac-
HIMpEHe JIEroYHoro cocyauctoro Jyoxka [1]. Cambie
pacIpocTpaHeHHble KJIMHUYECKHE CHMIITOMBI, CBS-
sanubie ¢ ['TIC, — ogpimika, oprogeokcus (cHUKeHNE
OKCUTEHAITNY apTEPUATHHON KPOBH B TIOJOKEHUH
cTos1), TAaTHITHO? (yCUIeHNe OJIBIIIKK IPU TEPEXO/Ie
U3 TOPU3OHTATBHOTO TOJIOKEHUS B BEPTUKANLHOE) 1
HapyIleHne TOJEPAHTHOCTH K (DU3NYECKUM HArpys3-
kaM. OTBeprHyB WHMEKIMOHHO-BOCHAJUTETHHYTO
PUPOLY COCYAMCTBIX Majib(opMaIii B JErKux,
UPPO3 Ie€YeHU, Mbl BO3BpaIlaeMcs K KOHIIEHINH
COCYIMCTON JMCIIA3UK B PaMKaxX HaCJe/CTBEHHOM
reMopparunyecKoi TeJeaHTndKTa3HHU.

CuietyeT OTMETUTD, YTO COCYJUCTbIE MabhopMa-
MU B JIETKUX MOTYT OCJOKHSITBCSI HE TOJIBKO JIbIXa-
TEJIbHOM HEOCTATOYHOCTBIO, HO U PSIIOM HEBPOJIO-
IMYECKUX TOCTE/CTBUIA. VI3BeCTHO, UYTO JIeTOYHbIE
KaIJISPbl B (DU3NOJOTHYECKUX YCIOBUSX JIEHCTBY-
10T Kak (QUIbTP /IS BeHO3HOI KpoBu. [lpn mammamm
apTEPUOBEHO3HBIX NIYHTOB MEJIKUE TPOMObBI U aMOO-
JIbl, MUHYS GUIBTPYIOMUN 6apbep, ¢ TOKOM KPOBH
MOTYT IIONa/IaTh B TOJOBHON MO3T W BbBI3BIBATDH IIpe-
XO/AIIe HApYILIEHNS MO3TOBOTO KPOBOOODAICHMS,
a6crieccol [9]. Takume ocoXHEHUS Yy HEKOTOPBIX
6OJIbHBIX MOTYT 3HAMEHOBaTh CO6OI Hayasao 3a60-
JIEBAHUSI.

Ocranoch OTBETUTH HA BOIPOC: MOKET JIU TIOP-
TaJbHAS TUTIEPTEH3UST YKIQ/IBIBATHCS B PAMKHU 60JIe3-
un Panmio—Ocaepa? Ilo paHBIM OHOTO M3 KpyT-
HBIX MPOCIEKTUBHBIX UCCIEIOBAHUN € TTPUMEHEHnEeM
MYJbTHCIUPAIbHON KOMIIBIOTEPHOH TOMOTrpadu,
nopaxkenue mnedeHn npu O6onesnn  Panpio—Ociepa
Berpewaercst y 41—78% Goabnbix [10]. Y Gouib-
NIMHCTBA TAIMEHTOB TIPH 3TOM HET KJIWHHUYeC-
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CocyaucTble MarnbgopMaLmm neyYeHm

Konnatepanu
[NeyeHo4YHbIE apTEpUN =
neYeHoYHble BEHbI

Konnatepanu
MopTanbHas BeHa =
nevyeHoYHbIe apTepmn

Konnatepanu
lMNeyeHo4YHbIE apTEPUN =
nopTasnbHas BeHa

CKIEPO3NPYIOLLMI XONaHTUT

[MopTocuctemHas
BununapHas —>
3HUedanonatus
vwemust
MaTonorus
BUnnapHbiIi | »| KpoBOCHaGxeHus
Hekpo3 neyveHn
dokanbHas HogynsapHas
—
rMnepnnasus
v v v
BTopuyHbIii CeppaeyHast HelOCTaTOYHOCTb

C BbICOKMM cepAeyHbIM BbIGDOCOM

MopTanbHas runepTeHsus

Puc. 2. TTlaToreHe3 KAUHUYECKUX IIPOSABA€HUM IIPU HAAMYUM COCYAUCTBIX MaAbOopMalui B Ie4eHU

Koil kapTunbl 3a6oseBanusi. HI'T xapakrepusyercs
pacnpocTpaHeHHbIMU  AU(MGYZHBIMU  COCYUCTHIMU
MaJibOopMaNMsIMUA, KOTOPbIe AT Havdaao 3 TUIaM
IYHTUPOBAHUS B TNEYeHW: apTepuoBenosnoe (meve-
HOUHBIE ApPTEPUHM — II€YEHOYHBIE BEHBI), apTEePUO-
nopranbroe (Ie4eHOUHbIE apTepUU — BOPOTHAS
B€Ha) U NOPTOBeHo3Hoe (BOpOTHAs BeHa — IeYeH0d-
Hble BeHbI) [4].

AHOMaJINU COCY/IOB B TI€YEHU MOTYT 3HAYMTETHHO
passnyatbcsi B pa3Mmepax. KpymHble cocyauctbie
Masib(opMalu MOryT ObITb BH/JHBI C HOMOIIBIO
OOBIYHBIX PEHTTEeHOJOTHYECKUX METO/IO0B BH3YaJn3a-
1M1, B TO BPeMsSI KaK MMKPOCKOITMYECKNE aHOMaJIb-
HbIe COOOIIEHUsT MEX/Y apTepuojiaMu U PacliupeH-
HBIMU  cuHyconaMu  (apTepuOBEHO3HbIE NIYHTHI) |
MEX/y BEHAMW TMOPTAJbHON CHCTEMBbI W PaCHIMPEH-
HBIMU cHHycongaMn (IIOPTOBEHO3HBIE MIYHTHI) MOTYT
ObITh TIOATBEPK/IEHBI TOJIBKO THCTOJOrUYecKu [3].
Kmanveckass kaptuHa OyJeT 3aBUCETb OT TPeod-
JaJaHus cOpoca KPOBW 1O TeM WM WHBIM IITyHTaM
(puc. 2). B namem ciaydae Manudecranmein 3a60-
JIEBAHUS CTAJW WPOSBJIECHUS TOPTAJIbHON THHEpP-
TeHsuu (CIIEHOMErains, BapUKO3HOE DPAaCIIUPEHUe
BeH TmieBoja). Kak BHIHO U3 IIpeJCcTaBIeHHON
CXEeMbl, B OCHOBe MOpTaJbHOil runeprensun npu HI'T
MOTYT JIe)KaTb 2 MeXaHU3Ma, OCHOBHOW M3 KOTOPBIX
— ¢OpOC KPOBU W3 TIEYEHOUHBIX apTepuil B CUCTEMY
BOPOTHOH BEHBI, YTO CKOpee BCEr0 MMeeT MeCTO y
Habuo1aeMoro 6osbHOTO. [loATBEpPAUTD TOCTOBEPHO
3TOT MEXAHW3M MOXKET TOJbKO apTepuorpadus mneve-
HOYHOU apTepuu.

Boi6op Merosia JieueHuss NpU  HACTEICTBEHHOI
reMOpparnyeckKoil  TeJeaHTUdKTa3un  OIpelesiseTcs,

B IEPBYIO ouepe/b, JIOKaau3alueil 1 pasMepaMu
COCYIUCTBIX MajbopMaluii, a TaKkKe HaJIuYueM
KJIMHUYECKUX 11posiBjeHuil. B ciydyae KpylHbIX apTe-
PHOBEHO3HBIX IIYHTOB C JMAMETPOM MHTAIOIIell apTe-
prun Gosee 3 MM BO3MOXKHA 3SMOOIM3ANNS JTaHHOM
aprepunt. Ecin MambdopManum MHOKECTBEHHBIE, HO
JIOKQJIN30BAHDI IPEUMYIIECTBEHHO B OJHOM CETMEHTE
WM JloJie OpraHa, TO MPUMEHUM Crocob XUpPYpru-
YeCKOW pe3eKIny 3TOH YacTH TOPAKEHHOTO OpTraHa.
[Mpn wnammuuu aud@ys3HbIX MeJbUalmX TreMOu-
HaMHUYECKU 3HAYMMbIX MajbdopManuii npoBejeHne
XUPYPIUYECKOro Je4eHns HeBO3MOXKHO.

CyuiecTByIoT KOHCEepBaTHUBHbIE METO/bI Jeue-
HUS, Taknme KaK KHCJIOPOJOoTepamus, MPOPUIAKTH-
Ka MHQEKIUOHHDbIX OCJI0XXHEHUH, MeIMKaMeHTO3Has
Tepalus IIPOSABJAeHMI IOPTaAbHOI TUIEPTEH3UU.
OpHako CyLIeCTBEHHO YMEHbIIUTb TSXKEeCTb TeUeHUS
3aboseBaHus oHN He MOryT. K ToMy ke ImpuMeHeHne
HEKOTOPBIX U3 3TUX METO/0B HEOGOCHOBAHHO, HATIPU-
Mep, OKCHUTEHOTepalysl B PAcCMaTpUBAEMOM CJydae
6yner HeaDEeKTUBHON, y4YUTbIBAs HAJIUYUE TUIIOK-
CeMHUM 110 MeXaHu3My c6poca KpPOBH CIIpaBa HAJEBO.
EnuHCTBEeHHBIM BO3MOXKHBIM, Ha HAaIl B3IVIA[, CIIO-
co60M TIOMOYD TIAIMEHTY SIBJISIETCS TPAHCILIAHTAIIHS
JIETKUX M ITI€YeHHU.

SaKAIOUeHUe

Hamu npuBeieHO pejKkoe KJIMHUYECKOe HABJII0-
nenune TsKenoit opmbl 6onesnun  Panmio—Ociepa
C HaJINYKMEM TEeJCAHTUOKTA3UNA KOKU W CIU3UCTDHIX
000JI0YEK, COCYIUCTBIX ManbdopMaIuili B JIETKUX U
MevYeHu y MOJIOJIOTO mnaiueHTa. 3aboJieBaHue MaHU-
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ecTpoBaIO HOCOBBIMU KPOBOTEUEHUSIMU, K KOTO-
PbIM  BITOCJIEACTBUU ITPUCOEIUHIINCH ITPOSIBIEHUST
TSKEJION JIPIXaTeJTbHOU HEJIOCTAaTOYHOCTH U MTOPTajib-
HOIl TUIIEPTEH3NUN.

Hecmorpst Ha Jydiiiee TOHUMaHHWE MEXaHU3MOB
6oJIe3HM U BHEJ[PEHUE HOBBIX METOJ/I0B €€ JIMarHOC-
TUKHU, HaCJe/[CTBEHHAs TreMOpparuvyeckasi TejeaH-
rU9KTa3usgd He [0 KOHI[A OLEHWBAETCS KJIMHUIICTA-
MU, YaCTO OCTaBasiCb HEPACHO3HAHHON BILJIOTH IO
MOSIBJIEHUST TSUKEJBIX, TIOPOH  KU3HEYTPOKAIOINX
coctrogHuii. B To ke BpeMs He Bcerjia paHHSAS ua-
FHOCTHKA CIIOCOOCTBYET YJIYUIIEHUIO UCXO0/IA JIAHHOTO
3a6osneBannsd. HabmonaBumecst y Hamiero 60JbHOTO
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