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Pe3rome. Cunnpom Mapdana — HacineICTBEHHOE 3a00IeBaHIE COSAMHUTEIBLHON TKaHH, HACIIEIyeMOe
M0 ayTOCOMHO-IOMMUHAaHTHOMY THITy, IPU KOTOPOM HPEUMYIIECTBEHHO MOPAXKAIOTCS CEPIEUHO-COCYIUCTAs,
OIOPHO-ABHUraTeNbHasl U 3pUTEIbHAs CUCTEMBl. YacTOTa BOZHUKHOBEHHUS JAHHOTO 3a00JI€BaHUS COCTABIISAET
ot 1:3000 mo 1:15000. MH}peKIIMOHHBIN SHIOKApIUT — 3a00eBaHie HH(DEKIIMOHHON MPUPOABI C IEPBUYHOMN
JOKanmu3alKend Bo30yAuTeNs Ha 3HJOKAapAe U KIamaHax ceplia, KOTOpoe BeAET K JeCTPYKLIUHU KIIaraHHOTO
amnmapara ¥ HapyUICHHIO ero (yHKUMU. MyX4uHBI OONEIOT B 2 pasa daile >KCHIIUH. Y TalHueHTOB C
NPOTE3UPOBAHHBIMU KJIATIAaHAMU B CPOK cmycTs 12 m Oojiee MecsleB Mocjie MEPEHECEHHOW oOmepaiuu
OCHOBHBIMH BO30YAUTEISIMU SBISIFOTCS OakTepuu Streptococcusspp., Staphylococcusaureus, Enterococcus. Y
MAIMEeHTOB ¢ OMOJOTMYECKUMH IPOTE3MPOBAHHBIMHU KJIallaHAMH MH(EKIIMOHHBIHN MTPOIECC TPEUMYIIIECTBEHHO
JIOKAJIM3yeTCsl Ha CTBOPKAxX KJalaHa, eClIM JK€ MPOTe3 MEXaHWYECKHH, TO JOKamu3alus HaOiromaeTcs B
OKPY’KaIOIIUX MPOTE3 TKAHSIX.

Resume. Marfan syndrome is an autosomal dominant inherited connective tissue disorder that
predominantly affects the cardiovascular, musculoskeletal, and visual systems. The incidence of this disease
ranges from 1:3000 to 1:15000. Infective endocarditis is a disease of infectious nature with primary localization
of the causative agent on the endocardium and heart valves, which leads to destruction of the valve apparatus
and disruption of its function. Men get the disease 2 times more often than women. In patients with prosthetic
valves 12 months or more after surgery, the main pathogens are Streptococcusspp. bacteria, Staphy-
lococcusaureus, Enterococcus. In patients with biological prosthetic valves, the infectious process is
predominantly localized on the valve leaflets; if the prosthesis is mechanical, localization is observed in the
tissues surrounding the prosthesis.

AKTyasbHOCTb. CHUHIPOM [OUCIUIA3UH COCAUHUTEIIBHOM TKAHU — TEHETHUYECKH
JIETEPMUHUPOBAHHOE COCTOSTHUE, KOTOPOE MPUBOAUT K HAPYIIEHUIO (POPMUPOBAHUSI OPraHOB
U CUCTEM, 3a CUET JIe(PEKTOB BOJOKHUCTHIX CTPYKTYP U OCHOBHOI'O BEIIIECTBA COCTMHUTEIHHOMN
TKaHW. JlaHHBIE AHOMAQJIMU PACHPOCTPAHEHBI MOBCEMECTHO, OJHAKO M3YYEHBl OHU
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HenoCcTaTOYHO. ONHMCAaHHBIM HUKE KIMHUYECKHM cilydall yKa3blBaeT Ha HEOOXOJMMOCTh
JNadbHEUIIEero U3y4eHUs CUHAPOMAa JUCIUIa3UU COCIMHUTEIBHON TKaHM, TaK KaK OH MOXET
MPUBOJUTh K Pa3BUTHIO 3a00JIEBAaHUN, OCIOKHEHUS KOTOPBIX CTaBAT MOJ| yrpo3y KU3Hb
MalueHTa.

Onucanne kiauHu4yeckoro ciydvas. Ilamuent I'. mocTynuin B NpUEMHOE OTHEJICHHE
MHOTOIPO(MIBHOIO CTallMOHapa ¢ >XKajJlodaMu Ha TOJOBHYK O0Jb, IIATKYIO MOXOIKY,
HapylIeHue MOYEHCITyCKaHUSs, MOBBIIICHUE TeMIepaTypsl Tena a0 38,5, nBakabl OTMEYaeT
pBoTy. JlaHHBIE XaI00BI OECTIOKOMIM B T€UEHHUH NBYX CYyTOK. [Ipu olieHKe OOBEKTHUBHOTO
CTaTyca CO CTOPOHBI KOCTHO-MBIIIEYHOM CHUCTEMbI HAOJIIOMAETCS apaXHOJAKTHIIHS,
BOPOHKOOOpa3Has TpyJHas KIETKa, TUIEPIOJIBUKHOCTh CyCTaBOB, Kudockonuos. I[lpu
ayCKyJbTallUM CepJla: TOHbl PUTMUYHBIE, 3BYK paOOThl MEXaHMUYECKOTo KiamaHa. YactoTa
CEepACUHBIX COKpalleHud 75 yaapoB B MUHYTY. ApTepuanbHoe napienue 110/74 Mm.pT.cT.
[Ipu ayckynpTaluu JIETKUX XPUIbI HE BBICIYIIMBAIOTCS, JIbIXaHUE Be3UKyJsipHOoe. YacroTa
IbIXaTeNbHbIX JBIKeHUN 18 B MunHyTy. Catypamus 98% mnpu IbIXaHUHM aTMOC(EpHBIM
BO3JIyXOM. SI3bIK BJIaXKHBIN, HE 0010%eH. JKUBOT MATKHA, TOCTYIIEH ITy0OOKO# Nanbnaiiu BO
Bcex otraenax. llepuToHeanbHble CHUMNOTOMBI  OTCYTCTBYIOT. CTyl  €XKEIHEBHBIM.
Mouencnyckanue o karerepy Pones. OTekoB HET. B HEBPOJIOTHUECKOM CTATyCE: CO3HAHUE
MalKeHTa sICHOe, OPUEHTUPOBAH B COOCTBEHHOU JTMYHOCTHU, MECTE U BPEMEHU, IMOITUOHATBHO
crabuneH. [Ipu ocMoTpe dyepenHbIX HEPBOB: 3pauku D=S, HucTarmMa HeT, JBUKEHHUE TJIa3HbIX
100K B MOJHOM 00beMe, ABYCTOPOHHUM 3k30(TanbMm. Cuila B BEPXHUX KOHEYHOCTSIX 5
0aJIoB, B HUKHUX KOHEUHOCTAX 3 Oaiia, HIKHsS poda bappe otpuniatensHas. PurnaHocts
MBIIII] 3aThUIKA, cuMITOM KepHura ¢ 00enx CTOpoH MoJ0XKUTENbHBIN, CHHAPOM bpyauHckoro
BepxHuil. Habnronaercst HapyieHue (yHKIIMU Ta30BbIX OPraHOB MO THUITY 3aJIEPKKH MOYH.
[Toxonka arakcuyeckas. Y mnaunueHta BepuduiupoBan cunapom Mapdana, B 2022 ronay
MepeHeceHa ornepanusi MpoTe3UPOBaHUs aHEBPU3Mbl BOCXOJSIIETO OTHENa TPYJHON aopThI,
poTe3upoBaHus aopranbHoro kinanana ¢ MK B 2022 rony.

YCTaHOBIIEH MpEABAapUTENbHBIN JAWArHo3: [HOWHBIM MEHUHTUT HEYTOYHEHHOU
ATUOJIOTUHU C JIETKUM HWXHUM mnapanape3oM(?), HapylieHue QyHKIHMH Ta30BbIX OPraHOB IO
TUIY 3aJepKKU MOYM. BTOpUYHBIN MHPEKIMOHHBIN AHIOKAPAUT JEBBIX OTAECIOB cepiua’
Cunapom Mapdana. @y3zumopdHas aprepuanbHas aHeBpU3Ma UHTPAKPAHUATILHO TUCTAIBHOM
BETBHU JIeBOU 3a7Hel Mo3roBoit aprepuun(ductyna?). Kovnunar obenx BCA, KUHKUHT NpaBoil
MMO3BOHOYHOW  apTepuW, THUNOIUIa3Wsl JIEBOM TIO3BOHOYHOW aprepuu. AHEBpU3Ma
MapOKCHU3MaJIbHOTO CErMeHTa JIEBOM MoakIroundHor aprepur. Omepanms (15.07.2022):
MPOTE3UPOBAHUE AOPTAIBHOTO KJIAMAaHA, BOCXOJSIIEr0 OTAENAa a0PThl, a0PTO-KOPOHAPHOE
IIYHTUPOBAHUE B YCIOBUAX HUCKYCCTBEHHOTO KPOBOOOpAIIEHUS.

UccnenoBanue 11epeOpOCIUHAIBHON KUJIKOCTH MPU MOCTYIUIEHUH: ITUTO3 5724*1076;
oenok 5,52; rmoko3za 0; wHetpoduasl 82,3%, mumdornutsl 3%; moHOIUTH 14,6%.
buoxumudeckuii ananu3 KpoBu: 00U OeloK 66 I/11; KpeaTUHUH 85 MKMOJIB/T; MOYEBHHA 6
Mmmoutb/1; KOK 82 en/m; JIAL 824 en/n; obumii xonectepun 1,76 mmons/n; C-peakTUBHBIN
oenok 256 mr/n. [{ns yrounenus auartosa nposegeHo DXO-KI', mo pesynbraram KOTOpOro
BU3yaIu3upoBaica (HuOpo3 CTBOPOK M MOJKIAMAHHBIX CTPYKTYpP MUTPAIBLHOrO KIamaHa.
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[Iponarnc mepemHe CTBOPKHM MUTpajdbHOro kiamana 2 cremneHd (7,0 MM) ¢ MHTpalabHOMU
peryprutauueit 1-2 crenenu. Kamepsl cepaiia He pacliMpeHbl, COKpaTUTeNbHas (YHKIUS
MHOKap/a JKEIyJOYKOB  YJIOBIETBOpUTENbHAs. [unmepmoOwibHass  MeXIpeacepaHas
Meperopojka, cOPOCOB Ha ypPOBHE MEXKMPEACEPIAHON MEPEropoAKU HE 3apEeTrUCTPUPOBAHO.
TpukycnunaneHass peryprutanus 1 creneHu. J[OMOJHHUTENBHAs XOpJa B MOJIOCTH JIEBOTO
KETyJOUKa. I[To wmepe ynydiieHus cTaTyca MNalWEHTA BBINOJIHEHAYPE3MUILIEBOIHAS
sKokapauorpadus, B 3aKIIOYEHUU KOTOPOW MOATBEPAWIOCH MOJ03PEHHUE HA AaKTUBHBIN
MPOIECC B MPOEKIHMH MPOTE3UPOBAHHOTO AOpTAIBHOrO Kiamana. [[ns Oonee aeTanbHOMU
BU3yaJIN3allMl BOCHAJIUTEIBHOTO TIpoliecca ObLIO MPUHITO pEHIeHWEe O TMPOBEICHUN
MO3UTPOHHO-OMUCCHOHHOW  ToMorpaduu  (II9T), coBMmemeHHONH ¢  KOMIBIOTEPHOMU
tomorpadueri (KT). B xome wuccimemoBanmss ¢ momomibio II9T-ckanepa duxcamus
MaTOJIOTUYECKUX H3MEHEHUW MPOUCXOJIUT HAa MOJEKYJISIPHOM YypOBHE, Ojarogaps 3TOMY
3a00neBaHusl BEpUDUIIUPYIOTCA YK€ HAa HayaJbHBIX dTalax €mie /10 MOSIBJICHUS IMOSBICHUS
MEPBBIX CHUMNOTOMOB. [IperMmMymiecTBOM JaHHOTO METOJa SBISIETCS JUArHOCTUYECKAs
TOYHOCTh, KOTOpas JOCTUTaeTcsi Ojaromaps COYETaHUIO JBYX TEXHOJIOTUM BHU3yaTU3allNU:
MO3UTPOHHO-AIMUCCUOHHOM M KOMIIbIOTepHOM Tomorpaduu. [lo3uTpoHHO-IMUCCHOHHAS
ToMOrpadus MaeT BO3MOXKHOCTh MOJYYUTh JaHHbIE O (YHKIIMOHAIBHBIX OCOOEHHOCTAX
OpraHu3Ma, a KOMIbIOTepHast ToMorpadust MO3BOISET COOTHECTH MOCIOWHbBIE CHUMKHU CPE30B
HCCIIEIyEMOM 30HbI C aHATOMUYECKUMH XAPAKTEPUCTUKAMH U BU3YaAIIU3UPOBATH TPEXMEPHYIO
Mozenb oprana. 3akmiouenue: [IDT/KT kaptuHa B 1O0JIB3y MPOTE3HOrO HHAOKAPAUTA
aoptanbHoro kiamaHa u BOA. OwuaroBas runepdukcanus POII na ypore S3 — S4.
I'emarocruienoMeranus.

Ha ocHOBaHMM KJIMHUYECKOW KapTUHBI U MOJYYEHHBIX JAHHBIX HA3HAYEH CIIEAYIOLINN
IJIaH JICYEHHUS: PACTBOP 3MOKCHUIIMH, PACTBOP LUTOKOJIWH, PACTBOP JEKCAMETA30H, PACTBOP
uedTpuakcoH, pacTBop JeBO(IOKCAIIMH, PACTBOP F€HTAMUIIUH, PACTBOP JUHE30JIU/I, PACTBOP
pudamMnunuH, pacTBOp AUKIOPEHAK, pacTBOP MapaleTramoll, pacCTBOP MEPOIEHEM, PACTBOP
MaHHUTOJI, Ta0neTku BapdapuH, Karncyybl pupaMIuiyH, TaOJETKU MaHTANpPa3oJl, KarcCyJibl
TaMCyJIa3uH, TaOJIETKU METOMPOJION, TAOJIETKU aciuKap/, TabieTku Gypomar.

[TaniieHT POOBLT B CTallMOHape 59 CyTOK, Mociie MPOBEACHHOTO JICYEHUS COCTOSIHUE
OOJILHOTO YIYUIIUJIOCh M €r0 BBIMUCATU Ha aMOyJaTOPHBIM ATal JEYEHUs C JIUArHO30M:
[To3gHuii mpOTE3HBIM SHAOKAPIWT JIEBBIX OTIEJIIOB CEPALA C MOPAXKEHUEM AOPTAIBHOTO
MpOTE3a U BOCXOASIIETO OTIENA A0PThI, HOAOCTPOE TeUeHUE. BTOpUYHBIN THOMHBI MEHUHTUT
(cenTuueckas amM001us), pekoHBasieciieHT. Cunapom Mapdana. @y3udopmuas aprepuanbHas
aHEBpHU3Ma UHTPAKPAHUAJIBHO JUCTAJIBLHOM BETBH JIEBOM 3aHEN MO3roBoU apTepuu. KolmuHr
00enX BHYTPEHHUX COHHBIX apTepuid, KHUHKUHT MpaBOil MO3BOHOYHON apTepuu, TUIOILIA3Us
JICBOM  TIO3BOHOYHOM apTepul. AHEBpHU3Ma MMAapPOKCU3MAIIBHOIO CErMEHTa JIEBOM
noAkaounyHor aprepun. Onepanus (15.07.2022): npoTe3upoBaHue aopTalbHOrO KiamnaHa,
BOCXO/IAIIETO OTAENA A0PThI, A0PTO-KOPOHAPHOE IIIYHTUPOBAHUE B YCIOBUSIX UCKYCCTBEHHOTO
KpoBooOpaieHusi. IlepuHeBpanbHble JTUKBOPHBIE KUCTHI Ha ypoBHe L5-S4. Ymepenusiit
HIDKHUM mapanape3, HapylieHue (QYHKIMU Ta30BBIX OPraHoOB IO LEHTPAIbHOMY THUILY
(3aepkKa MOYH).
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BoiBoabl. /[aHHBII KIMHUYECKUN ClTydail yKa3bIBa€T HA HEOOXOAMMOCTD J1ajJbHENUIIEro
W3YUYEHHS] CUHAPOMA IHCIUIA3UN COEAUHUTEIBHON TKAHHW, TAK KAK OH MOYKET IPHUBOJINUTH K
pa3BUTHIO 3a00JIEBaHUM, OCJIOKHEHHSI KOTOPBIX CTaBAT MO/ YIPO3y KU3Hb MALUEHTA.
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