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Pesiome

[IpencrasneHo onucanue KIMHAIECKOTO CIIydasi MAaIlMEHTKH 85 JIeT ¢ CHHAPOMOM Xaiia: peruIuBHPYIONIIE )KeTyJO9HO-
KHIIIEYHBIC KPOBOTEUEHHS BCIISICTBUE aHTMOTUCTIIA3MH KEITY/IKA U KAIIIEYHUKA B COYETAHUN C TPHOOPETEHHBIM pa3pyIIeHuEM
KPYITHBIX MYJIBTUMEPOB (hakropa por BusieOpanga npu TsHKEIOM a0pTaibHOM CTEHO3€. B HACTOAIINI MOMEHT COXPaHSICTCS
CJIO)KHOCTb B MIOCTAHOBKE JJUAarHo3a y TaKUX MallMeHTOB, YTO 3aTPYHSET BBINOJIHEHUE CBOEBPEMEHHOIO ONEPaTUBHOTO BME-
marenbcTBa. C y4eToM BO3pacTa MAIMEeHTKH, BRIPAKEHHOCTH MPOSBICHUN CepAeYHON HETO0CTAaTOYHOCTH, BBICOKOTO pHUCKa
OCJIOKHEHHH OTMIEPaTUBHOTO BMEIIATEILCTBA, METOZIOM BbIOOpa SIBUIACH TPAHCKATETEpHAS MMIUIAHTAITHS A0PTATBLHOTO KJlamaHa
(TAVI). Xupypruueckast KOppeKIus MopoKa cep/iiia B JaHHOM Clydae HampaBjeHa He TOJBKO Ha JICYCHNE ero KITMHUYECKUX
MPOSIBIICHU, HO ¥ HA YCTpaHEHHUE MPUYUHBI PEIIUANBUPYIOIIMX JKETYI0YHO-KUIIEYHBIX KPOBOTEUEHUH MPU CUHIpOMe Xali1a.

Kniouegwle cnosa: siceny0ouno-Kuuieunoe Kpogomeuenue, aHeU0OUCHIA3US, AOPMATbHblU cmeno3, cunopom Xatioa, TAVI,
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Summary

Clinical case of an 85-year-old patient with Heid’s syndrome is being reported: recurrent gastrointestinal bleeding due to an-
giodysplasia of the stomach and intestines in combination with acquired destruction of large von Willebrand factor multimers in
severe aortic stenosis. Actually it remains difficult to make a diagnosis in these patients and perform timely surgical intervention.
Considering the age of the patient, severity of manifestations of heart failure and high risk of surgical complications, transcatheter
aortic valve implantation (TAVI) was the method of choice. Surgical correction of heart disease in this case is aimed not only at
treating its clinical manifestations, but also at eliminating the cause of recurrent gastrointestinal bleeding in Hyde’s syndrome.
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BeeaeHne

AOpTaJIbHBIN CTEHO3 — OJUH U3 CaMbIX YaCThIX I10-
POKOB cep/ilia y MOXKUJIbIX JIFOJIEH, pa3BUBAIOILMKCS Ha
(oHe nereHepaTUBHBIX U3MEHEHHH CTBOPOK HOPMaJlb-
HOTO TPEXCTBOPYATOTO KJIAaTlaHa UITH BPOJKJIEHHOTO JIBY-
cTBOpyYaroro knamana [1, 2]. B kiiuHu4yeckoil mpakTuke
BCTPEUAIOTCSI MALMEHThl C TAaKUM IIOPOKOM CepAla B
COYETAHNHU C PELUIUBUPYIOMIMMH JKETYI0UYHO-KUIIIEeY-
HBIMH KPOBOTEUCHUSIMH, HCTOUHUK KOTODPBIX BBIIBUTH
HE yJaeTcs.

B 1958 r. nokrop Edward C. Heyde, cnernuanuct
[0 BHYTPEHHEH MeIUILIMHE, BBITYCKHUK YHUBEPCUTETA
Jxona XonKkuHca 1 ObIBIIUI BOSHHBIN Bpay, Ha TOT MO-
MeHT paboraBinii B BaHKyBepckol KIIMHHKE, BIIEPBEIC
nyonukyet B «New England Journal of medicine» [3]
HeOOJIbIII0e KITMHUYECKOe HaOMoaeHne o 10 moXHIIbIX
MaIMeHTax ¢ a0OPTAIbHBIM CTEHO30M M PEeLUIHUBHPYIO-
IIUMHU KETYI0YHO-KUIIEYHBIMU KPOBOTEUCHHUSAMHU He-
YTOYHEHHOI'O TeHe3a. B jnanbpHeileM MosBUINCH ITy-
OMMKALMK CXOXKUX KIMHUYECKHX HaOmomenuii [4, 5].
B 1986 1. R. J. Greenstein et al. omiChIBatOT CBSI3b MEKTY
AOPTaJIbHBIM CTEHO30M U aHTHOAMCILIA3UEN CIU3UCTOU
TOJICTOM KUIIIKK. ABTOPBI BHICKA3bIBAIOT IPEIIONIOKEHNE
0 TOM, YTO UCTOYHHKOM MAaCCHUBHOTO JKeNTyI0YHO-KHIIIeY-
HOTO KPOBOTEUEHHS ABIISAIOTCS NMEHHO aHT MO CTIIa3 -
POBaHHBIE COCY/BI MOCIU3UCTOTO CIIOSI, @ B ITyOJIMKAIN
0co00e BHUMAaHHUE YIENSIOT TOMY, YTO OONbINast 4acTh
SMU30/I0B KPOBOTEUEHUH y MAIMEHTOB C a0pTaJIbHBIM
CTEHO30M TaK W OCTAIOTCA «HEYTOUHEHHBIMHI» [6].
B 1987 r. R. King et al. [7] cooOmmmim o npekpanieHnu
PELUANBUPYIONINX KETYT0UHO-KUIIIEUHBIX KPOBOTEUE-
HUHl y 14 manyueHToB co CTEHO30M a0PTHI MOCIIE 3aMEHBI
aoprasibHoro kianana. B 1992 r. T. E. Warkentin et al.
[8] BBIABHHYIM TUIIOTE3Y O HAJMYWH Y MAIUEHTOB C TA-
JKEJIbIM a0PTAIbHBIM CTEHO30M KOarysonaTHy, a UMEH-
HO — MPUOOPETEHHOTO JiePUIHTA BHICOKOMOJICKYIISIPHBIX
MynbTHMEPOB (akTopa pon Bumieopanna. B 2003 .
OTIMCBIBACTCS HATMYME PUOOPETEHHOTO CHHAPOMA (hOH
Buinedpanga 2A THIa npu a0pTalbHOM CTEHO3€ Ha OC-
HOBAaHMHU KPYITHOTO McciieoBanus [9].

B 2004 r. G. E. Pate et al. [10] popmynupyIoT HOBOE
onpenesieHre cuHApoMa Xaiiia B BUIE TpUaabl KIMHU-
YECKUX COCTOSHHUM — MAacCHBHBIE PElUAMBHPYIONINE
JKEITy0YHO-KHIIIEYHbIE KPOBOTEUCHUS Y TAIUEHTOB C
A0PTAJIbHBIM CTEHO30M, aHTMOJUCIIIA3USAMH CITM3UCTOM
JKEITYIOYHO-KUIIIEYHOTO TPaKTa ¥ MPHOOPETEeHHBIM CHH-
npomoM ¢oH Bunnebpanna 2A tuna.

Ilamocenes 3a6onesanusn. AOPTaNbHBIN CTEHO3 Xa-
paKTepu3yeTcs MOCTETNIEHHBIM MPOTPECCUPYIONINM CY-
YKEHHEM OTBEPCTHS a0OPTAIBHOTO KJlarmaHa B pe3yJbrare
XPOHHYECKOTO BOCTIAJIMTEIILHOTO MPOIIeCCa, BHI3BIBAIO-
IIEeTO YTOJIIIEHHE U CpaIlleHre CTBOPOK KJIaraHa, ¢ pa3BHU-
THeM ux o0b3BecTBiIeHN [ 11]. B OonpimHCTBE City4yaes
CTEHO3 KJIallaHa a0PThI IPOTPECCUPYET OECCUMITTOMHO
C TIEPEMEHHON CKOPOCTHIO B TEUEHNE MHOTHX JIET C Pa3-
BHUTHEM THITMYHOTO PEMOJIEITMPOBAHNS Cep/IIia — TUIep-
Tpo(huM JIEBOTO HKETYIOUKa, MMO3BOJISIONIEH COXPAHATh
CepJeYHBIN BEIOPOC 3a CUET YBEITMUEHHSI CHITBI BRIOpOCa
Yyepe3 CTeHO3UPOBAHHBIN KJIaraH ¢ POpMUPOBAHNEM BBI-
COKOCKOPOCTHOM TypOyJI€HTHOM CTPyH KPOBOTOKA, UTO
ayCKYJIBTaTUBHO TMPOSBISIETCA XapaKTePHBIM ITYMOM
[12]. B nanpHeiemM NOBBIIEHHOE HATIPSKEHNE CABHUTA
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BBI3BIBACT TTOBPEIKIACHIE YHIOTEIIUS U TOTCHIINPOBAHIE
BOCHAJIUTEIBHOTO MPOIIecca, 4TO yCKOPSET MPOrpeccu-
pOBaHHE a0pPTaJIBHOTO CTEHO3a M, B KOHEYHOM HTOTE,
MIPUBOAXT K PA3BUTHIO Jekomnencanuu [13].

YcTaHOBIIEHO, YTO YACTOTa TSHKEIIOTO A0PTAIBHOTO
cTeHo3a (IUIomiab OTBepCcTUs KiarnaHa <l cm? u rpa-
JUCHT JABJICHUS MEXY JIEBBIM JKEIYI0YKOM U a0pTOM
>4(0 MM PT. CT.) YBEJIUUHUBACTCS C BO3PACTOM, JOCTHUTas
4 % y nmauueHToB ctapuie 85 et [14].

AHTHOITUCIIIIA3UH — BH]T COCYIUCTHIX MaJIb(hopMaIinit
C BOBJICUCHUEM MEIKUX apTepUil U BEH C MpPEUMYIIIe-
CTBEHHBIM JTOMUHUPOBAHUEM MOCIEIHUX, THUCTOIOTH-
YECKU XapaKTePU3YIOIIUXCS KaK MOJICIU3UCTHIC pa3pac-
TaHUSI MEIKUX COCYAOB, MPEUMYIIECTBEHHO apTEpPHOI
muaMeTpoM oT 2 o 10 MM, JTIOKaTM30BaHHBIX Harbosee
4acTo B CJICTION U BOCXOJISINEH MOIIEPEYHO-000/J0UHOM
KHIIIKE, OTHAKO BCTPEUAIOIIUXCS HA BCEM MPOTHKCHUU
xenmynouno-kumreunoro tpakra (OKKT) [15]. Ha anruo-
JucTia3uu npuxoautes 1-6 % Beex sKemy10YHO-KUIIIey-
HBIX KPOBOTEUCHU, KOTOPBIE MOTYT ObITh MACCUBHBIMU
Y IPUBOAMTE K JIeTasibHOMY ucxony [16]. [lpennonaraer-
Cs1, UTO aHTMOIUCILIA3HS BO3HUKACT C OOJIbIIICH YaCTOTOM
y HAI[UCHTOB C a0PTajbHBIM CTEHO30M, THIIEPTPOQHUe-
CKOM KapTMOMHOTIATHEH, XPOHUYECKOH O0JIC3HBIO [TOYCK,
LUPPO30M I1€UEHH, CUCTEMHBIM CKJIEPO30M, OOJIC3HIMHU
JIETKUX C PAa3BUTHUEM JAbIXaTEIbHOM HEAOCTATOYHOCTH
[17-19]. Pa3BuTHE KHUIIEUHBIX AHTHOIUCIUIA3UN CBSI-
3aHO C MEPEMEHHON OOCTPYKIMEH IMOCTKAMMIUISIPHBIX
BeHYJ1 Ha ()OHE COKpAILEHUS TJIaJKUX MHUOLUTOB MbI-
[IEYHOM IJTACTUHKY TOACIU3UCTOTO CJIOSI, YTO MIPUBOIUT
K TPAaH3UTOPHOM BHYTPUKAIWLISPHOW MIIEPTEH3UH U
JTJIaTali|, a pu OoJiee JTUTENILHOW OOCTPYKIIMH — K
YCTOMYMBOM IUIaTallU¥d U QHTMOI€HE3y C Pa3BUTHEM
JUCIUIA3UPOBAHHBIX MEIKHUX cocynoB (puc. 1) [20].

Hannune aopranbHOro cTeH03a 3HAYUTENbHO YCKOPS-
€T M yCyTyOIIsieT 3TOT MPOLIECC — FHITOKCHUS CIIU3UCTOH U
MOZICIIM3UCTOTO CJI0sI HA JOHE HEJOCTATOUHOM epdy3un
y TallMEeHTOB C aOPTajbHBIM CTEHO30M M TOBBIIIEHUE
ypoBHs (hakropa pocra sHporenus cocynoB (VEGF)
MIPH XPOHUYECKOWM TMIIOKCUU CIIOCOOCTBYIOT Pa3BUTHIO
anruoaucmiazuil. Kpome Toro, pa3BuTiue TOHKOCTEH-
HBIX JIUCIUIACTUYHBIX COCYJOB B MOJICIIU3UCTOM CJIO€
OCJIOKHSIETCSI pa3BUTHEM T'eéMOpparndeckux OCIIOKHe-
HUM U XPOHUYECKON aHEMUHU, UTO TAKKE MOTEHLIUPYET
Heoanruorenes [20, 21].

BrisBreHne aHrMoUCIUIa3U YBEIMUYMIIOCH B ITOCTET-
Hee BpeMs 3a cUeT YIy4IIeHHs] TEXHUYECKOI OCHaIlleH-
HOCTH Y MOBBIIIIEHUS OCBEOMIIEHHOCTH O JTaHHOH 1maTo-
noruu. B HacTosiiiee BpeMst KUIIEUHbIC aHTHOANCIIIIA3UN
MOTYT OBITh HaHOOJIEE YACTOM MPUIMHON KPOBOTEUCHUS
Y3 HIKHUX OTAETIOB KUIIICYHUKA Y TIOXKUITBIX JTFonei [22].
JlmarHoctuka mpoBOANUTCS B paMKax HJI0CKOITMYECKOTO
WCCIIeIOBaHUs, ME3CHTEpUAIbHON aHTHorpaduu, 1uar-
HOCTHYECKOM JIAapOTOMHH, OTHAKO CIIEAYET OTMETUTh
CJIOKHOCTH JMArHOCTUKHU aHTMOMCILIA3NH ITOCIIe pa3BU-
THS MACCUBHOTO KEITyIOYHO-KUIIIETHOTO KPOBOTCUCHHS
Ha QOHE aHEeMUYHOHN CAM3UCTOH. Paspurue KuieuHoON
AQHTUO/IMCIUIA3UH YBEINYHBACTCS C BO3PACTOM, OCOOCH-
HO 4acTo BcTpeyaeTcs B Bo3pacte crapiue 70 JeT, a mno-
PAKEHHS 4aCTO SIBISIOTCS MYJIbTH(OKaTbHBIMHE [23].

Eme omanM 006s3aTeTbHBIM KOMIIOHEHTOM CHHIPO-
Ma Xaiiia sBIsSieTcs NPUOOPETCHHBIH CHHAPOM (QOH
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Puc. 1 Ilaropmsnonornaeckuii MeXaHU3M Pa3BUTHS aHTHOANCIIIA3UH U MOCIIETYIONIEr0 KPOBOTEUEHHS COTTIACHO
Sami SS, Al-Araji SA, K. Ragunath [20]

Fig. 1 Pathophysiological mechanism of angiodysplasia development and subsequent bleeding according
to Sami SS, Al-Araji SA, K. Ragunath [20]

Bunnebpanga 2A Tuma, KOTOpPBIH XapaKTepHU3yeTcs
HaJIMYMEM KauecTBEeHHOTO aedekra (akropa ¢pon Bui-
nebpanna (VWF) co caHmwkennem vWF-3aBucumotii aji-
re3ud TPOMOOLMTOB M H30JMPOBAHHBIM JI€(PUIIUTOM
BBICOKOMOJIEKYISIPHBIX MynsTUMepoB VWE. Ilpnunnoit
Takoro Ae(uIuTa Opu aopTATbHOM CTEHO3€E SIBIISIETCS
MEXaHMYECKOE BO3JCHCTBUE U MPOTEONIN3, & UMEHHO —
MEXaHMYECKOE pa3pylleHHE MPHU MPOXOKICHUU Yepe3
CTEHO3MPOBAHHOE OTBEPCTHE AaOpTAJBLHOIO KJlarnaHa
KPYIHBIX MYJIBTHMEpOB (akropa ¢oH Bunebpanna,
KOTOpBIE M OCYLIECTBISIFOT CBOIO T€MOCTaTHYeCKYyIO
(GYHKIMIO B paMKax arperauuu TpomOomnurtos. Kpome
Toro, MoHOMephl VWF, TIOSIBUBILIMECS TIOCIE pa3pyLie-
HUSI MyJIETUMEPOB, MOTYT ITOJJBEPraThCs MPOTEOIU3Y Me-
tayonporenHazoi ADAMTS-13 [24]. Cxoxue sBIeHUS
OIMCAaHbI TaKKe MPHU HAJIMYUH MCKYyCCTBEHHBIX Kilara-
HOB, JIEBOKETYJOUKOBBIX 00XO0I0B, THIIEPTPOPUIECKON
KapIMOMHOIIATHH, a TAKKe PU BPOXKICHHBIX MOPOKAaX
cepaua. HepaBuee uccnenosanue [25] mokaszasuo, 4To y
46 (92 %) u3 50 manKMeHTOB ¢ A0PTAIBHBIM CTEHO30M
HUMEeNd MECTO HapylICHHs arperaiuu TpoMOOLMTOB U
CHIDKCHUE AKTHUBHOCTH CBSI3bIBaHMs KojutareHa VWF
C HCUYE3HOBEHHEM M3 IUIa3Mbl KPYMHBIX MYJIBTHME-
poB. JlanHble nabopaTopHble HAPYLICHHS 3HAYUTEIb-
HO KOPPEIUPOBAIIH C TSHKECTHIO a0pTAIILHOIO CTEHO3a
U PEerpeccUpoBay IOCIE 3aMEHbl KIalaHa, pUYeM
BOCCTAaHOBJICHHE (PpakiMy KPYMHBIX TOMOIOIMMEPOB
vWF npoucxoauT B TeUEHHE HECKOJIBKHX YacOB MOCIE
XUPYPrUUYECKOTO JISUEHUsI a0PTAJIbHOTO KJanaHa [26].

Kannuueckui cayuan

[TanmenTka 85 J€T NoCTynuIa B KJIMHUKY ITPOTIEICB-
THKH BHyTpeHHuX 6onesneit [ICIIGIMY uwm. U. I1. I1aB-
noBa B perpaie 2019 1. ¢ )xanoOamMu Ha OJIBIIIIKY UHCIIH-
paTopHOro XapakTepa Ipu He3HAYUTEILHON (PHU3NUeCKOM
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Harpy3ske, MepHOJUUECKUI CyXOH MPUCTYNOOOpa3HbII
Kalllelb, MPEeUMYIIECTBEHHO B HOYHOE BpeMsi, B TIOJIO-
KEHUH JIe’Ka, TOJIOBOKPYKEHHUE B OPTOCTa3e, OOIIYIO
cnabocTb. KimHu4yeckoil KapTHHBI CTEHOKApIUH U e
9KBHMBAJICHTOB HE OMMCHIBAJIA, CHHKOIE oTpunana. [le-
pudepruecKue 0TeKru OTCYTCTBOBAIIH.

C 57 ner B mocTMeHoOMNay3€e — NOSIBJICHUE U AAJbHEH-
1Iee pa3BUTHE THIIEPTOHUYECKOM O0Je3HH, TeueHne 0e3
KpH30B, MakcuMaibHble udpst AJ]—170/100 MM pr. cT.,
Ha (OHE PEryiasipHON aHTHTHIIEPTEH3UBHOM Tepanuu
(mypeTrky, 6J0KaTOphl KAIBIMEBBIX KaHAIOB, OeTad0-
KaTophl) B TeUCHHE MHOTHUX JIeT 3HaueHust AJl Ha merne-
BOM ypOBHE, 0€3 TeHJICHLIUH K BEIPQ)KCHHOW THIIOTOHHH.

CornacHo aMOynaTopHOW KapTe, oOpalieHus: B MO-
JIMKJIMHUKY KpaiHe peiakue. B TedeHue MHOrUX JieTr
pPEerucTpUpOBaNaCh TUIEPXOJECTEPUHEMUS, CTATHHbI
He nosryyaia. KnuHndeckux nposiBleHui CTeHOKapIuu
U ee SKBHBAJCHTOB He omuchiBasa. OcTpblii nHpapKT
muokapaa (OMM), ocTpoe HapylIeHHe MO3TOBOTO KPO-
BooOpamenus (OHMK) orpunaer. CuHKOnaisHble CO-
crossHus orpunaer. Ha OKI' or 2015 . — cunycoBslit
PHUTM, €AMHUYHAS NpeACepaHast SKCTPACUCTOIHS, OI0-
KaJ1a [IepeIHEBEPXHEN BETBY JIEBOM HOXKKU ITyuKka ['uca,
MIPU3HAKHU THIIEPTPOGUH JIEBOTO KETYI0UKA C CHCTONH-
4ecKol Ieperpy3Koi, pruOpo3HbIe N3MEHEHHS B 00JIaCTH
nepeHe-meperopoaouHoi oonactu. Dxokapanorpadus
(OXoKT") He BeImONHsIOCH Oosee 10 Jet, pe3yabraToB
nocnenneid OXoKI ue 3naet. CortacHO Mpe10oCTaBICH-
HBIM JIAOOPaTOPHBIM UCCIIEIOBAHUSIM KPOBH 32 TIEPHOI C
2017 1. mo 27.11.2018 1., aHeMus He PETUCTPUPOBATIACE,
YPOBEHb KpeaTHHHHA B TIpenienax pedepeHCHbBIX 3Have-
Hui, pacuetHass CK® cumxena 1o 45-50 Mmm/MuH, 4TO
cootBercTByeT XbII C3a craguu.

C 2017 . oTMeTHIIa TOSIBIICHUE OJIBIIIKA HHCITUPATOP-
HOTO XapakTepa Py yMEpeHHOH (PU3NUECKOil Harpy3Ke,
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AMHU30INYECKH (PEIKO) — CyXOH MpUCTYNo0Opa3HbIii Ka-
1IeJb, IPEUMYIIECTBEHHO B HOUHOE BpPEMs, YMEHbIIIa-
IOLIHICS B BEPTUKAIBEHOM MOJIOKEHHUH, OBICTPYIO yTOM-
JIIEMOCTh, YMEPEHHYI0 0011y cimabocts. [locnennuit
OCMOTp T€pareBTa B MOJUKINHUKE IO MECTY KUTEIbCTBA
B 2017 r., tuarno3 — runepronnyeckas oosne3nb, UBC,
XpoHndeckuit Oponxwurt. Jledenne amOynaropnoe. Ilo-
CTETIEHHO NPUCOETUHUIIOCH TOJIOBOKPYKEHHE B OPTO-
cTase, CHHKoOIEe oTpunaer. OpIlIKa coxpaHsiach, 0e3
BBIPAKEHHOTO MTPOrPECCUPOBAHUS.

7 beBpanst 2019 . Ha (hoHE OTHOCUTENBHOTO OJIATOIIO-
Jy4Hsl — HOSIBJIICHHUE MIPUCTYIOOOPAa3HOTO CyXOT0 Kaluis
B TeueHHe 2—3 4, Ha 5TOM (OHE JBaXKAbl Oe3 mpeiie-
CTBYIOLICH TOIIHOTHI ¥ 00JIel B )KUBOTE OOMIIbHAS pBOTA
CO CTYCTKaMH KPOBH BUIIIHEBOTO L[BETa, O€3 MPU3HAKOB
«xoeltHOH rymy», a uepe3 2 4 — MOsIBICHUE CKYJHOTO
KOJIMYECTBA A0 KPOBH M3 aHAIBHOTO Mpoxona. O0bemM
KEJTYJIOYHO-KHUIIIEYHOT0 KPOBOTEUEHHS OLIEHUTD TPYAHO.
[TareHTKa B 9KCTPEHHOM MOPSIKE TOCTINTAIN3HPOBaHA
B JICKYPHBII XUPYPIUUECKUI CTallMOHAP I'OPOAA, TIE,
0 AaHHBIM 00CJIeJ0BaHMS, ObIIIO BBISIBICHO CHIYKCHUE
reMornoouHa 1o 86 /1. [Tokazarenu koarynorpaMmmbl —
B IIpejierax HOpMalbHbIX 3HaueHuil. Ilo pesynpraram
¢udporacrponyonenockonnu (PIJIC) BwIsIBICH Ova-
roBO-aTpo(UUECKUI raCTPUT, HCTOYHUK KPOBOTECUCHUS
He BBISBJIEH, IPU3HAKOB MTPOJIOKAIOIIETOCs KPOBOTEYe-
Hust HeT. DudpokonoHockonus (OKC) He BIMOIHSIIACS.
[Tocne obcnenoBanus U HaOMIONCHUSI B CTallMOHApE B
TeueHue 4 THel manueHTKa Oblia BBIMCAHA C AUATrHO-
30M: «COCTOSIHHE ITOCIIE COCTOSIBILIETOCS KETYI0UHO-KH-
LIEYHOT'0 KPOBOTEYEHHU S, TUIIOXPOMHAs aHEMUS Cpe/iHel
CTENEHH TSDKECTH. XPOHUUECKHH TacTPUT, 000CTPEHHUEY.
bruta pexoMeHoBaHa Tepanus Hpenaparamu kesesa,
OokaropaMu IpoToHHOH omriel. Ha goHe Tepanmu co-
XpaHsIaCh YMEPEHHO BhIpaXKEHHAS C1a00CTh, 00JIee BbI-
pakeHHOE IOJIOBOKPYKEHHE B OPTOCTa3e, OJIbIIIKA TPU
yMepeHHOH (pU3NUecKoi Harpy3Ke, 6e3 CyIeCTBEHHOTO
HapacTaHus B JUHAMUKE, IEPHOJANYECKU — MOSIBICHUE
CYXOTO MPHUCTYMOOOPa3HOTO Kalllsi B HOYHOE BPEMS
MpexHero xapakrepa. KoHTpoib 1ab0paTopHBIX MOKa-
3aTesiell KpOoBU aMOyIaTOPHO MaIeHTKa HE BBITOIHSLIA.
Uepes 2 Henenu 1nocie BRITUCKHA PelUINB CUMIITOMOB
KEyI0YHO-KUIIEYHOTO KPOBOTEYEHH S TPUMEPHO TaKO-
ro Jke 00beMa, KaK B IEPBBIN pas3, MOSBICHUE TPUCTYIIO-
00pa3HOro Kalis.

locnuranu3upoBaHa B CTallMOHAPHOE OT/IEJIEHHE CKO-
poii MmeaunmHcko# oMoty [ICIIOIMY um. U. I1. T1a-
noBa. Ilpu oOcieoBaHMU B KIMHMUYECKOM aHAIN3E
KPOBH BBISIBJICHO CHUKCHHE TeMorioOuHa 10 72 1/,
APUTPOLMTOB 10 2,9-10'%/11, HOBBIIIEHHE CKOPOCTH OCe-
nanus sputpountoB (COD) no 30 mm/u. ITo maHHBIM
®I'JZIC: NOBEpXHOCTHBII racTpUT, BHOBb HE BBISBJIIECH
HCTOYHHK KpoBoTeueHus. OTMeuanach MpUMech KPOBU
B KaJ10BbIX Maccax (PKC B 9KcTpeHHOM MOPSIIKE HE BbI-
nojiHsack). [Ipu aHanmm3e KoarynorpaMMbl OTMEYaIoCh
HE3HAYUTEIHLHOE CHIPKEHNE POTPOMOMHOBOTO HHECKCA
(ITTH) no 84,5 %, Bce ocTanbHbIC TOKA3aTENIN B IPEe-
Jax HOpMbI. bruoxumudeckue moxasarenu (KpeaTuHuH,
MOYEBHHA, KU, HATPUA, OMIMPYOWH, TpaHCAMUHA3HI,
o0muii 6enox) B HopMe. [1o TaHHBIM yIBTPa3ByKOBOTO
HCCIIEIOBAHUS] OPTaHOB OPIOIIHON MOJOCTH BBISBICHBI
MHOKECTBEHHBIE KOHKPEMEHTBI JKEITYHOTO IMy3bIps, B
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Puc. 2. Belpa)KeHHBIH KaJIbIIMHO3 A0PTAIBHOTO KIIaraHa
Fig. 2. Severe calcification of the aortic valve

OCTAJIbHOM 0€3 MMaTOJI0THIEeCKUX N3MeHeHuH. [laruenT-
Ka OCMOTpPEHA XUPYpProM, UCTOYHUK KPOBOTCUCHUSA HE
BEISBIIEH. 110 TTOKa3aHMUsIM B CBS3H C BBIPa)KCHHOCTBIO
AHEeMHH BBITIOJHEHO TepenuBaHue | 03Bl 3PUTPOIH-
TapHOW Maccel. g manpHEiIero oOcCienoBaHuS
YTOYHEHUS JMarHo3a IMepeBe/icHa B TEPareBTHYCCKOS
OT/ICJICHUE YHUBEPCUTETA.

JlaHHbIC OOBEKTUBHOIO OCMOTPA: COCTOSIHUE CPE/I-
Hell TsokectH. [lomoskenne B moctenu akTuBHOE. Op-
tortHO? HeT. Co3Hanue sicaoe. [lamsath cHkeHa. Terno-
cnoxenwne: pocT — 150 cm, Macca Tena — 52 KT, HHIEKC
Macchl Tema — 23,1 (sopma). KoskHbIe TTOKPOBBI M BU-
TUMBIC CITU3UCTHIC Onemnble. Ilepudepuueckue oTekn
HE OTpenemsoTcs. ApTepralibHOS TaBlieHHE Ha 00eHX
pykax — 100/60 mm pt. ct. [lymbc CHMMETPHYHEIH, Ya-
crora 86 ya./MWUH, pUTMAYHBIA, MaJIOTO HAITOJTHCHHUS,
He HarnpspkeH. CMeleHne TpaHuIl OTHOCUTETIHLHOHN cep-
JIEYHOW TYTIOCTH BJIEBO 32 CYET THIEPTPO(UHU JIEBOTO
JKEMyIouka. AyCcKybTaTUBHO: | TOH ocnmabieH, akeHT
1l rona Ha aopre. [ pyOBIii CHCTONMYESCKUH IITyM HaJT BCEH
MMOBEPXHOCTHIO Cep/Ila, MAKCUMYM Ha aopre, 4-if cre-
TIeHN TpoMKocTH 110 JleBuHY — YaiiTy, co cKpeOymum
OTTEHKOM, TIPOBOAUTCS HA COCY/BI IIeH. B merkux mpi-
XaHUE JKECTKOE, MPU3HAKOB 3aCTOWHBIX SIBJICHUN HET.
[Ipu ocMmoTpe KUBOT HE yBENIWUYEH, OOBIYHON (hOPMEI.
CuMIITOMBI aciiTa OTpULIATeNbHBIE. Pacimpenwst moa-
KOKHBIX BEH TiepemHeid OpromrHo# creHkw HeT. llpwm
MajbIIaliiy KMBOT MSTKHUI, 0e300JIE3HEHHBIN BO BCEX
orzaenax. [lepuroHeaabHbIE CHMIITOMBI OTPHIIATEIIHHEIE.
Cumrrtom MeHzenst oTpunaTesHbIi. [ledens, cenesenka
He yBemnwmdeHsl. [Ipu aycKymbTaIiuy ryMbl B TOYKaX Ipo-
eKIIMU OPIOIIHOTO OTJeNa aopThl, MOYEUHBIX apTepHil,
MTOJIB3/IONITHBIX apTEPHI HE BBICTYITHBAIOTCS.

B cBsi3u ¢ BriepBBIE BBISIBICHHBIM IITyMOM B ITPOEKITHH
AOPTAITLHOTO KJTalaHa rmarueHTke BeimorHeHa 9XoKI, mo
JTAHHBIM KOTOPOH BBISIBIICHO: TPU3HAKH TUIIEPTPOQHH Jie-
Boro xemnmymnouka (JIK), prdpo3 MexoKkeTymoaKkoBoi repe-
roponku (MOKIT), Tommuaa MOKIT — 14,7 MM, KOHEUHBIHA
muactommaeckuit pazmep (KAP) — 42 MM, 3amHss cTeH-
ka (3C) — 12,3 MM, KOHEUHBIH CHUCTOIUICCKHI pazMep
(KCP) — 24 MM, macca muokapaa JOK — 210 1, uamexc
maccel muokapzaa JIK — 144 r/m?. JTuactommdeckast JIuc-
¢ynkus JOK mo tumy 3aMennieHns pesakcauy ¢ IpH-
3HAKaMH MTOBBIIICHUS JABIEHHS B JIeBOM nipeacepanu. Cu-
croiudeckas yHKIUs He HapyieHa (ppakmus BeIOpoca
o Cumricony 59 %). Pacmmpenue eBoro npeacepans
(54 mut; mHAekc oovema 37 mi/m?). Tlpu uccaenoBaHUM
A0pTaJIbHOIO KJIallaHa — CTBOPKU 3HAYUTEIBHO KabIlHU-
HHUPOBAaHbI, PACKPBITHE UX OIPAaHMYEHO; MaKCUMaJIbHAs
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Puc. 3. Pacuer nepumerpa u AuaMeTpa aopTaabHOTO KiIalaHa
Fig. 3. The aortic valve perimeter and diameter calculation

CKOPOCTBH KPOBOTOKA Yepe3 a0PTaIbHBIN KitaraH (Vmax) —
5,24 M/C; MaKCUMAaJTbHBIH MpaTMCHT JaBJICHHS Ha A0pTallb-
HoM KianaHe (dPmax) — 109,83 mm pt. cT. (HOpMa — He
oosiee 17—18 MM PT. CT.); pacueTHas IJIOIIA (b OTKPBITHS
aopramsHOTO Kiamana (AVA VTI) — 0,5 cM?.

[TarmenTka MOBTOPHO 0OCIIE0OBAHA C IIEITHIO TOUCKA
HMCTOYHHKA KPOBOTEeUCHMS (BKITIO4as ToBTOpHYI0 OIJIC,
OKC), mo-npekHEMY UCTOYHHK He BBIsBIICH. K coxare-
HUIO, BBITIOJIHUTH UCCIIEOBAHMS T€MOCTa3a, IOATBEPK-
Jaroniue ae(HUIUT BHICOKOMOJIEKYIISIPHBIX MYJIBTUMEPOB
vWF, onpenienuth KoHIIeHTpatuto (hakropa ¢hon Busre-
Opanza 1 vWF-3aBucHMYyF0 arperaiuio TpOMOOIIUTOB HE
YIAQIOCH TI0 TEXHUYECKUM MTPHIUHAM.

Taxum 00pazoM, Ha OCHOBAHUH HMEFOIINXCS TAHHBIX,
Y HalMEeHTKH 85 JIET CO CIIOHTAaHHBIMHU PELUIUBUPYIOIIH-
MU KETyI0YHO-KUIIIEYHBIMHA KPOBOTEUCHUAMH U KPUTH-
YECKHUM CTEHO30M a0pTaJbHOTO KIIaraHa BIIEpPBBIE IHa-
THOCTUPOBAH CUHAPOM Xaiijia, 4To IBUJIOCH MOKa3aHUEM
JUTSL BBITIOTHEHHUS! XUPYPTrUIECKOTO BMEIIATEIbCTBA.

Jleuenue. ]I OLEHKM CTENEHU BBIPAKEHHOCTH
CTEHO3a aopTaIBLHOTO KiamaHa Oblia BemonHeHa KT-
aHruorpadusi cepiia: aopTaibHbIA KiIanaH JBYCTBOP-
YaThlif, C BBIPAKEHHBIM KaJIbIIMHO30M, HAJIUYHE IIBA
MEXJy MNpaBOM U JIEBOM KOPOHAPHBIMH CTBOPKAMHU.
KanpnmHo3 mepexoqut Ha (GuOpPO3HOE KOJBIO H aop-
TabHO-MUTpaJbHOE coenuHenne. CpeaHuil auamerp
(hnOpO3HOrO KOJNBIIA AOPTATHHOTO KIIamaHa — 27 MM
(MakcuMaIbHBINA — 28 MM, MUHUMAJIBHBIA — 26 MM), TIe-
PHUMETD IUIOIIA/Ib B CUCTONY, 3D GEKTUBHBIN AUaMETp Ha
OCHOBe TiepuMeTpa — 28 MM (puc. 2). BeimonHeH pacder
TIepuMeTpa U THaMeTpa a0pTATBHOTO KiTarana (puc. 3).

TaxTrka BeleHNs MAllMEHTKH BKITIOYasia B ce0sl KOH-
CEpBATUBHYIO Tepamnuio (Tiperaparsl sxene3a, nAIID, oe-
Ta-0JI0KAaTOPHI, TIETIEBbIE JUYPETUKH, CITMPOHOJIAKTOH,
CTaTHHBI), C Y9€TOM BBIPAKEHHOCTH CTEHO3a A0TPaJIbHO-
TO KJIalTaHa ONpeAeIeHbI TOKa3aH!s K XUPyPrHIeCKOMY
JiedeHuto mopoxka cepama. C yaeToM Bo3pacTa MarueHT-
KH, BBICOKOTO PHCKa OCJIOKHEHHA, OBLIO TIPUHSTO periie-
HUE 0 TPAaHCKaTeTePHOI IMILTAHTAITUH A0PTAJIHHOTO Kia-
nana (TAVI — Transcatheter aortic valve implantation).
OmnepaTtuBHOE JIeY€HUE TTPOBEACHO YCIEITHO, XOTS CO-
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Puc. 4. IMnnaHTHpOBaHHBIA IPOTE3 A0PTAIBHOTO KIIalaHa

Fig. 4. Implanted aortic valve prosthesis

[IPOBOXKJAJIOCH TEXHUUECKUMH TPYAHOCTSMH BO BpeMsI
OIlepalvy U HAPYIIEHUSAMH IPOBOJUMOCTH B IIOCIIEOTIE-
parronHOM Tiepuoe (puc. 4).

B Teuenne 6 MecsLeB TMHAMUYECKOTO HAOIIOACHUS
COCTOSIHHE IMAIMEHTKH OCTaBaJIOCh yHAOBJIECTBOPUTEIIb-
HBIM. SIBJI€HMSI CEpACUHON HETOCTATOUHOCTH YMEHBIIU-
much 110 ypoBHs 2 ¢. k1. (NYHA). [Ipu3nakoB peruirsa
KEJTYIOYHO-KUIIEYHbIX KPOBOTEUECHUI HE OTMEYAIIOCh.
[lo maHHBIM JTA0OPATOPHBIX WCCIENOBAHUNA KPOBH:
B KJIMHUYECKOM aHaJN3¢ KPOBU yPOBEHb I'eéMOITIO0NHA
crabunen, B npefenax 130 r/1 B TedeHHE BCETro Bpe-
MeHH HaOmoneHus. [1o JaHHBIM KOAryinoJI0ru4eckoro,
OMOXMMHYECKOTO HCCIICIOBAHUI KPOBH, IOKA3aTEIH
B Ipefiesiax HopManbHbIX 3Ha4eHnid. Ha DKI': putwm cu-
HycoBbIit, ¢ YCC 75 ya./muH. OguHOUHAS MIpeicepIHast
9KCTPACHCTOJIHS, HENOJIHAs! OJI0Ka 1 JIEBOH HOXKKH ITyy-
ka ['uca. Hapyienue MexxnpeacepaHoi NpoBOAUMOCTH,
runepTpodus aeBoro xenyaodka. [To qarapmm DXoKI':
(paxuus BbIOpoca o CumIicon 65 % (10 Xupyprayuecko-
ro BMerarenbcTBa — 59 %), aopTanbHbIN KilanaH: MaKCH-
MaJlbHasi CKOPOCTh KPOBOTOKA YEPE3 A0PTaJIbHbIN KIlalaH
(Vmax) — 2,54 m/c (70 Xupypruueckoro BMeIaTeilb-
cTBa — 5,24 M/C); MaKCUMAaJIbHBIA TPAJMEHT JIaBJICHUS
Ha aopTasbHOM KianaHe (dPmax) — 25,81 MM pT. cT. (110
XUpyprudeckoro smemareiabctsa — 109,83 mwm pT. cT.);
UTOIIA b OTBEPCTHSI a0PTAIBHOIO Kiamana — 2,4 cM?;
perypruranus 1 cteneHu.

OO6cyxaeHne

AHanmu3upys pa3BUTHE 3a00JIEBaHUs Y MAIUCHTKA
CTapYeCKOTO BO3pacTa C JITUTEIbHBIM TEUEHNEM THITEP-
TOHUYECKOM OO0JIe3HHU, JUCIUIUIEMUCH, MOXKHO BbIJE-
JUTH COYETAHHE ABYX BEAYIINX CHHAPOMOB — TOCTTE-
MOpparu4yeckor aHeMuu, pa3BUBILIEHCS BCIIECTBHUE pe-
LUIMBUPYIOIINX KETYIOYHO-KHAIIIETHBIX KPOBOTEUCHNH,
Y CHHAPOMA ITOPaXCHHUS KJIANIaHOB CEP/ILa C pa3BUTHEM
KPUTHYECKOTO a0PTAILHOTO CTeHO3a (pHcC. 5).

Pa3BuTHE MOBTOPHOTO MacCHBHOTO KETYAOYHO-KH-
IIEYHOTO KPOBOTEUEHHUSI COMHEHHSI HE BBI3BIBAET, MO~
TBEp)KJAeTCs TaHHBIMU aHaMHe3a (ITOBTOPHBIE ATIH30-
JIbI PBOTHI C KPOBBIO, TPUMECH CBEXEW KPOBH B Kalle,
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[ Beayluue cMHapOMBI ]

e

Moctremopparnyckas aHeMusi
Ha ¢poHe noBTOpHbIX KK KpoBOTEUYEHUN,
MUCTOYHUK KOTOPbIX HE ICEH:

— A13BeHHble AedeKTbl, 3p03nn, paspbIBbl
CMM3NCTON NULLIeBOAA, ABEHAALATUNEPCTHON
KMLLIKM, HOBOODpa3oBaHUst Xernyaka,

no AaHHbIM ®IAC He BbIABMNEHDI;

— pacwmpeHue BeH nuiiesona, I'IOpTaJ'II:HOPI
TMNepTeH3nn HeT,

— pas3BuUTHME KpoBOTEYEHUA NMPOBOLIMPOBANoCh
ﬂpMCTyI‘IOOGpa3HbIM Kawnem, oaHako AaHHbIX
3a INero4yHoe KpoBoTe4yeHue He NonyyYeHo, KInHU-
YEeCKN COOTBETCTBYET KPOBOTEYEHUIO N3 XenyaKa;

— M0 Aa@HHBIM CKPUHUWHIa KoarymnsiLMoHHOro
reMocTasa natonorusi He BbisiBrieHa (AMTB,
MHO, NTW, NTB, dubprHoreH B HOpme)

™~

CuHApOM nopaxeHus
KranaHoB cepaua

Kputuyeckui cteHo3 aopTanbHOro knanaHa:
KnuHunyeckune nposiBneHus:

— ofpblLlIKa CMELLAaHHOro XapakTepa
npv yMepeHHon pr3nyeckon Harpyske;

— CyXOW NPUCTYNoobpasHhbIN Kallenb
B HOYHOE Bpewmsl.

[aHHble 06HLEeKTUBHOrO OCMOTpa: rpybbiit
COCTONMYECKUIA LLIYM, MaKCUMyM Ha aopTe,
4-i1 cTENeHn rpoMKoCTK, ckpebyLiero Tembpa,
C MPOBEAEHNEM Ha COCYyAbI LLEN.

DaHHble IXoKTI: ctBopku AK 3HauMTENBLHO
KanbLuHMpoBaHbl (+++/4); Vmax 5,24 m/c;
dPmax 109,83 mm prt. cT.; nnowaab AO no
YPaBHEHWIO HEMPEPbLIBHOCTY NoToka 0,5 cm?,
no Vmax 0,6; peryprutauus 1-n ctenexHun
(4TO COOTBETCTBYET TSXKENOW, KPUTUYECKON
cteneHn AC)

Puc. 5. Benynue cuHApOMBI B KIIMHUKE 3a001€BaHUA

Fig. 5. Leading syndromes in the clinic of the disease

Knaccudukanmsa Backyronaruii [27]

Classification of vasculopathy [27]

Han6oree BoB/iedyeHHasA 9aCTh COCYAMCTOTO Pyc/a

Tun cocyaucroit ManbdopMarym

Benbt BapuxosHoe nsmeHeHnue
[Taronorus reMopponiaibHbIX BEeH
Kanunnnaper GAVE - >xenyfo4yHas aHTpaibHasA COCyAMCTasA SKTa3nA

ITopranpHas racTponaTus

Benbl u aprepun

Anrnogucimasus

TenmeaHrnoskTasms

Aprepun

Bornesus [Jpenadya

Manbsdopmarun Ha GpoHe cuHApoMa Irepca — JaHmo

HapacTaHUE OABIILIKHU, BEIPaKEeHHAs CI1a00CTh, TOJIOBO-
KpY>K€HHE), JaHHBIMH (PU3UKAIBHOTO OCMOTpa (THITOTO-
HUSI, OJICTHOCTD KO>KHBIX TIOKPOBOB, OABIIIKA), JaHHBIMU
71a00paTOPHOro HCCIeJOBaHNUS (CHIKEHUE FeMOITIOONHA
3a KopoTkwuii mepros co 130 no 72 /i, moaTBepKIeHHAS
remaroxe3ust). [Ipu 3ToM 1o pesysabraram NpoBeJEHHOTO
obcnenopanus (PIIC, ®KC) kakux-mmb0 3HAYMMBIX
ne(eKTOB CIM3UCTOH JKey/Ka 1 KUILICYHHKA, HOBOOOpa-
30BaHUH, KOTOPBIE MOKHO PACCMaTPUBATh KaK HCTOUHUK
KPOBOTEUEHMUSI, HE BBISIBIICHO, TeMOPPOUIAIbHBIC BEHbI
HE PacIIMpPEHbl, PACIIUPEHUs BEH IUILEBOAA HET, Ha-
PYLICHUS KOATYJISIHHOHHOTO TOMEOCTa3a HeT.

B Takom citydae B kauecTBE BO3MOKHOT'O HCTOYHUKA
KPOBOTEUEHHUSI, IPEXK/E BCETO, CIIEAYET paCCMaTPUBATh
Kakoi-nmnoo BapuaHt Backysonatuu. Cornacho J. Regula
et al. [27], MOKHO BBIIEIUTH HEKOTOPBIC THIIBI COCY-
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Manbdopmanunu Ha GpoHe STaCTIIeCKOI TICEBJOKCAHTOMbI

JHMCTOH MaJIb(OpMALIUK B 3aBUCHMOCTH OT THUIIa 00pa-
30BaHMs U HanOoJee BOBICUCHHOW YaCTH COCYIHCTOTO
pycna (Tabnuia).

B npeacraBieHHOM cityyae, C y4eTOM KIMHUYECKON
KapTHHBI 3a00J1€BaHusL, XapaKTepa 1 00beMa JKeITyI04HO-
KHIIEYHOT'O KPOBOTECUCHHS, PE3YIbTaTOB 00CIIeJOBAHHS,
B IICPBYIO OUEpe/ib, B KaUeCTBE HanO0Iee BOBICUCHHON
YacTH COCYJHCTOrO PyCiia M BO3MOKHOTO MCTOYHHKA
KPOBOTEUYEHHUSI CIIEAYET pacCMaTpuBaTh BEHbI U apTEPHH,
CKOpee BCEro, C pa3BUTHEM aHT'HOIUCIIIA3HH.

C y4eToM BriepBbI€ BBISIBIEHHOTO KPUTHYECKOTO a0p-
TaJbHOTO CTEHO34, CJIEI0BAJI0 OTBETHTH Ha BOIIPOC: HET
JIY CBSI3M UMEIOLLEHCS CepIIeUHO-COCYANCTOM MATOIOTHH,
KOTOpasi MOKET OBITh MPUUMHOM pa3BUTHS XPOHUIECKON
WIIEMHUH OPraHOB OPIOIIHON MOJIOCTH, C TOUKH 3PEHUS
MaToreHesa, ¢ pPa3BUTUEM BO3MOXKHOH BacKyJIONaTUH
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u KpoBoTeueHna? I kakoll NPUYMHOM BO3MOXKHOHN
KOAaryJaonaruid MO>KHO ObUTO Obl OOBSCHUTB CTOJIb Mac-
cuBHOE KpoBoTeueHne? C yueToM aHaIn3a UMEIOIINXCS
110 9TOH MpobIeMe INTEPaTyPHBIX JTaHHBIX, MbI IIPHILLTA
K BBIBOJly O HAJIMYUH Y ITALIUEHTKH CUHAPOMA Xaia, 4To
IIO3BOJIMIIO OIIPENEIUTh NAIBHENUITYIO TAKTUKY BEACHHUS
U JICUEHUSL.

3akAloueHue

B kauecTBe BOZMOXKHON MPUYUHBI PA3BUTHS JKEITY-
JIOYHO-KUIIIEYHOTO KPOBOTCUCHMS Y TMOXKHIIBIX MaIu-
EHTOB C NpHU3HAKaMU aOpPTaJbHOIO CTEHO3a MpPH OT-
CYTCTBUH SIBHBIX HUCTOYHHKOB KPOBOTCUCHHS CIICTYET
paccMaTpuBaTh pa3BUTHUE AHTHOAMUCIUIA3UH CIU3UCTON
KEITYOYHO-KHIIIEYHOTO TPAKTa B COYCTAHUU C TPUOO-
PETCHHBIM JAC(UIIMTOM BBICOKOMOJICKYJISPHBIX MYJIbTH-
MepoB ¢akrtopa ¢hon BumieOpanaa (cunapom Xaiina).
[Ipote3upoBanue aopTaIbHOrO KJamaHa y MAlMCHTOB
¢ cuHgpoMoM Xakja 00OCHOBAaHO HE TOJBKO C TOUKH
3pEHUS KOPPEKIMH MPOSBICHUN MOPOKA CEpla, HO U
C LEJIBIO MPEAOTBPAILICHUS PELUIUBOB KEITYyIOUHO-KH-
IeYHBIX KpoBoTeueHHi. C yueToM BBICOKOH J0JM ma-
UeHTOoB crapiie 80 JeT, cleayeT OTAaBaTh MpearnoyTe-
HUE TPAHCKATETEPHOMY MPOTE3UPOBAHUIO A0PTATIHLHOTO
KJIanaHa, Kak HanOoJiee ma sieMy orepaTuBHOMY BO3-
neiictButo. Takke He0OXOAMMO YYUTHIBATH BO3MOMXKHBIN
puck pa3sutus aucynkuun TAVI, kotopas mpuBeneT K
peuuanBy cUHIpOMa Xakaa, Mo3TOMY I1eJIeCO00pa3Ho
MIPOBEJICHUE JIMHAMUYECKOTO 3XOKapIuorpaduyeckoro
WCCJIC/IOBAHUS Y JTAHHOM KaTeropuu OOJIbHBIX.
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