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Pe3tome. Cunapom Mapdana — HaciencTBeHHOEe 3a00JIeBaHME COCIUHUTENBHON TKaHW,
HacllelyeMoe IO ayTOCOMHO-JOMUHAHTHOMY THIY, MpPHU KOTOPOM IPEHMYIIECTBEHHO MOPaKaIOTCs
CepACYHO-COCYTUCTAsl, OTIOPHO-JIBUTATENIbHAS U 3pUTEIbHAs CUCTEMbl. YacToTa BOBHUKHOBEHHUS JAHHOTO
3aboneBanus cocraBmsger ot 1:3000 mo 1:15000. WubexkuuoHHBIA >HAOKApAUT — 3abojeBaHHE
MHQEKIIMOHHON TPUPOABI C MEPBUYHOM JIOKAJIM3allMe BO30yIUTENsI Ha SHI0KApAE U KiIaraHax cepila,
KOTOpOE BEJIET K ACCTPYKIUH KJIAaHHOTO anmnapara 1 HapyIlIeHUIo ero GyHKUuU. MyK4rHbI 00JIEIOT B 2
pasa yare >KeHIIUH. Y MaIeHTOB C MPOTE3UPOBAHHBIMU KJIallaHAMH B CPOK cIrycTs 12 u GoJee mecsieB
nocje MEePEeHECEHHOW OIepaluyd OCHOBHBIMU BO30YIUTENSIMHU SBISIOTCS OakTepuu Streptococcusspp.,
Staphylococcusaureus, Enterococcus. ¥V manueHToB ¢ OHOIOTHYECKMMH MPOTE3UPOBAHHBIMU KJIallaHAMH
MHQEKIMOHHBIA TpOoIecC MPEUMYIIECTBEHHO JIOKATU3yeTCs Ha CTBOpKax KIarnaHa, €Cli )K€ IpoTe3
MEXaHUYECKUH, TO JTOKAJTU3aIHsI HAOII0aeTCsl B OKPYKAIOIIUX MTPOTE3 TKAHIX.

KiroueBble cjioBa: HHPEKITMOHHBIN SHI0KApIUT, CHHIpOoM MapdaHa.

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.

Keywords: infectious endocarditis, Marfan syndrome.

AkTyanbHOCTb. CHHAPOM [HCIUIA3UU COCAUHUTEIIBHOM TKAHU — TE€HETHYECKHU
JETEPMUHUPOBAHHOE COCTOSIHUE, KOTOPOE€ NPUBOAUT K HAPYIICHUIO (POPMHUPOBAHUS
OpraHOB M CHUCTEM, 3a CuUeT Je(PEKTOB BOJOKHUCTBHIX CTPYKTYp U OCHOBHOT'O BEIIECTBA
COCIMHUTEILHON TKaHU. JlaHHBIE aHOMAIMM PaCHpPOCTPAHEHBI MOBCEMECTHO, OIHAKO
M3y4YE€Hbl OHHM HENOCTAaTOYHO. OMNHCAaHHBIM HWKE KIMHUYECKHWN CIydyald YKas3blBaeT Ha
HEOOXOJIMMOCTh JaTbHEUIIIET0 U3YyUYeHUS] CUHIAPOMA JTUCIUIa3UU COCIUHUTEIHHON TKaHU,
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TaK Kak OH MOKET IPUBOJUTH K Pa3BUTHIO 3a00JI€BaHHM, OCIIOKHEHUSI KOTOPHIX CTABSIT MO/
yrpo3y KHW3Hb MMAllMCHTA.

Heab: paccMOTpeTh KIMHUYECKUU Cilaydail HHQEKIMOHHOTO HSHAOKapAWTa Yy
nanuenTa ¢ Cuaapomom Mapdana.

3agaum:

1. PaccMOTpeTh 3THONOTHIO ¥ TATOT€HE3 MHPEKIIMOHHOTO YHAOKAPAUTA.

2. OueHUTh COCTOSTHHE MAMEHTA MPU MOCTYIUIEHUH B CTAlIMOHAP.

3. Ilpoananu3upoBaTh  pe3yJbTaThl  JAaOOPATOPHBIX W  UHCTPYMEHTAIbHBIX
HCCIICIOBAHU.

4. O1eHUTh TPOBEJACHHOE JICUYCHHUE.

Marepuanasl u  MeToabl. JlaHHBIE  KJIMHUYECKUX  JIaOOpPAaTOPHBIX U
MHCTPYMEHTAJIbHBIX UCCIEOBAHUM, TUTEPATYPHBIC HCTOUYHUKHU.

Pesyabrarbl U ux 00cyxaenue. [lamuent ['. moctynun B mpueMHOE OTAEIECHUE
MHOTOITPO(QMIBHOIO CTAallMOHApa C jKajJlo0aMu Ha TOJOBHYIO OO0Jb, IIATKYIO MOXOAKY,
HApYLICHUE MOYEHUCITYCKaHUs, MOBBIIEHUE TEMIIEPATYPhI Tena A0 38,5, ABAXKABI OTMEYAET
pBOTY. [laHHble %ano0bl OECOKOWIN B T€UEHUH JIBYX CYTOK. [Ipu olieHKe 00BEKTUBHOIO
cTaTyca CO CTOPOHBI KOCTHO-MBIIIEUYHOM CHCTEMBbI HAONIOJAETCS apaxXHOJAKTHIINS,
BOPOHKOOOpa3Has TpyAHas KJIETKa, TUIEPIOJBUKHOCTh CyCTaBOB, Kudockonunos. [lpu
ayCKyJIbTallUM CEep/illa: TOHBI PUTMUYHBIE, 3BYK pabOThI MEXaHWYECKOoro kiamnana. Yacrora
CEpACUHBIX COKpallleHui 75 yaapoB B MUHYTY. AptepuanbHoe nasnenue 110/74 Mm.prt.cT.
[Ipu ayckynbTalu JErKUX XPUIbl HE BBICTYIIUBAIOTCS, AbIXaHHE BE3UKYJsipHOE. YacToTa
JBIXaTeNbHBIX ABWXKEeHUM 18 B munyTy. Catypauus 98% mnpu apixanuu atMochepHbIM
BO3YXOM. SI3bIK BIaXHBIM, HE 00y10%KeH. JKUBOT MITKUM, TOCTYNEH MIyOOKOW MajibHanuu
BO Bcex ornaenax. llepuToHeanbHbIE CHUMITOMBI OTCYTCTBYIOT. CTyd €KEIHECBHBIN.
Mouencnyckanue mno karerepy QPones. OTekoB HET. B HEBpPOJIOTrHYECKOM CTaTycCe:
CO3HaHME MalMEeHTa SCHOE, OPUEHTHUPOBAH B COOCTBEHHON JTUYHOCTH, MECTE€ U BPEMEHH,
AMOIMOHANBHO cTabuiieH. [Ipu ocMoTpe yepenHbIX HEPBOB: 3pauku D=S, HUCTarma HeT,
JIBUKEHUE IJ1a3HbBIX SI0JI0K B IOJIHOM 00beMe, IBYCTOPOHHUH 3k30(TanbM. Cuiia B BEpXHUX
KOHEYHOCTAX S5 Oay/yioB, B HIKHHUX KOHEUHOCTSX 3 Oamta, HWKHAS mpoba bappe
oTpuliatenbHas. PUruaHocTs MBI 3aThUika, cuMnToM KepHura ¢ o0ewx CTOpOH
MOJIOKUTENbHBIN, cUuHApOM bpynunckoro Bepxuuil. HabmomaeTcss Hapyuienue GyHKIUU
Ta30BBIX OPraHOB IO TUMy 3ajaepkku Mouu. [loxonka arakcuueckas. Y NanHeHTa
BepuduipoBan cuapoM Mapdana, B 2022 roay nepeHeceHa oneparus npoTe3upoBaHus
AHEBPU3MBbI BOCXOAIIETO OTAEIA TPYIHON a0OPThI, MPOTE3UPOBAHUS A0OPTAIBHOIO KJlalaHa
¢ UK B 2022 rony.

VYCTaHOBIIEH NpPEABAPUTENBHBIM IWAarHo3: ['HOMHBIA MEHHHITUT HEYTOYHEHHOMN
ATUOJIOTUH C JIETKUM HKHUM napanape3oM(?), HapyluieHue PyHKIIUHA Ta30BbIX OPTaHOB 110
TUITY 33JIEPKKU MOUYU. BTOpUYHBIN MHPEKITMOHHBIN 3HIOKApAUT JEBBIX OTIEIOB cepaua?
Cunapom Mapdana. Dysumopdnasi aprepuanbHas aHEBpU3MA MHTPAKPAHUATIBLHO
JUMCTaTbHOM BETBU JIeBOM 3aaHel mo3roBoil aprepun(ductyna?). Koinuar odenx BCA,
KUHKUHT TPAaBOM TMO3BOHOYHOW apTEpUH, THUIOIUIA3US JIEBOM IMO3BOHOYHOW apTEPUHU.
AHeBpH3Ma NAapOKCU3MAJIbHOIO CErMEHTa JIEBOM MOJKIIOYAYHON aprepuu. Onepanus
(15.07.2022): mpoTe3upoBaHKE a0PTAIHHOTO KJIariaHa, BOCXOAIIETO OT/IejIa a0PThI, a0PTO-
KOpPOHAPHOE IIYHTUPOBAHUE B YCIOBUSAX UCKYCCTBEHHOT'O KPOBOOOPAIIEHHS.
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UccnenoBanrie 1epeOPOCIUHANIBHON  KUJKOCTH MPU  TMOCTYIUICHUH: IUTO3
5724*1076; 6enok 5,52; rmoko3a 0; metpoduasl 82,3%, mumdorutsl 3%; MOHOLMTHI
14,6%. buoxuMu4eckuil aHaau3 KpPoBHU: oOIIui Oenok 66 r/11; KpeaTHHUH 85 MKMOJIB/I;
MoueBuHa 6 Mmmounb/1; KOK 82 en/n; JIALI 824 en/m; oOmumii xonectepun 1,76 mmons/i; C-
peakTuUBHbIA Oenok 256 wmr/n. [ns yrtounenust aumarto3a mposegeHo IXO-KI', mo
pe3yiibTaTaM KOTOPOTro BH3yalU3UpOBaiica (PUOPO3 CTBOPOK U MOAKIIAMAHHBIX CTPYKTYP
MUTpaJbHOTO KianaHa. [Iposnarc nepeaneil CTBOPKU MUTpaIbLHOTO Kianana 2 crenenu (7,0
MM) C MUTpallbHOM peryprutanuein 1-2 crtenmenu. Kamepsl cepiiia He paclIMpPEHBbI,
COKpaTUTEeNbHAs byHKIMSA MHUOKap/ia JKETy0YKOB YAOBJIETBOPUTEIHHAS.
['unepmoOMIbHAs MEXMIpeacepiHasi IeperopoaKa, cOPOCOB Ha YPOBHE MEXKIIPEACEpIHON
MEPEropoJKN HE 3aperucTpupoBaHO. TpuUKycnHAalibHas peryprutanuss 1 CTeneHwu.
JlononHuTtenbHas XopJa B MOJOCTH JIEBOTO kemynouka. [lo mepe ynydiieHus craryca
MalKreHTa BBIMOJHEHAUYPE3NMUIIEBOHAS JKOKapauorpadusi, B 3aKIIOUYEHUU KOTOPOH
MOATBEPAUIOCH TMOJO3PEHUE Ha AKTHUBHBIA MPOLECC B MPOEKIUU MNPOTE3UPOBAHHOIO
aopTasibHOTO KjamnaHa. J[s 6onee AeTanbHON BU3yalIM3allMi BOCHAIUTEIHHOTO MpoIlecca
OBLIO MPUHATO PEIICHHE O MPOBEAECHUU MO3UTPOHHO-3MUCCUOHHON ToMorpaduu (I19T),
COBMEILIEHHOM ¢ koMmIbioTepHO# Tomorpadueit (KT). B xone ucciaeqoBanusi ¢ HOMOIIBIO
[19T-ckanepa ¢ukcanus NaTOJIOTHYECKUX H3MEHEHUW MPOUCXOAUT HA MOJEKYJISIPHOM
YpOBHE, Oy1arogapsi 3ToMy 3a00JieBaHUs BEPUPUIIHPYIOTCS YK€ HAa HAaYaIbHBIX Tamax e
70 TIOSIBJICHHSI TOSIBJICHUSI TMEPBBIX CUMITOMOB. I[IpemMyIiecTBOM AaHHOTO METOa
SBJISIETCSA TUarHOCTUYECKasi TOUHOCTh, KOTOpas JIOCTUTaeTcs OJarojaps COYETAHUIO ABYX
TEXHOJIOTUN BU3YyaJIU3allUU: MO3UTPOHHO-OIMUCCUOHHOW M KOMIBIOTEPHOU TOMOrpaduu.
[To3uTpoHHO-3MUCCHOHHAsE ToMorpadusi JaeT BO3MOXHOCTh TMOJYYUTh JIaHHBIE O
(YHKIIMOHATBHBIX OCOOEHHOCTSX OpraHu3Ma, a KOMIBIOTEpHasi TOMOTrpadus MO3BOISET
COOTHECTH TMOCIOWHBIE CHUMKH CpPE30B HCCIEAYeMOM 30HBI C AaHATOMUYECKUMU
XapakTepUCTUKaMH M BU3yaJIM3UPOBATh TPEXMEPHYIO MOJENIb OpraHa. 3akKJIIo4YeHUE:
[I9T/KT kapTuHa B MOJB3y MPOTE3HOTO 3HAOKApAWTa aopraibHOro kianaHa u BOA.
Ouarosas runepduxcanust POIT Ha yposue S3 — S4. ['enarocmiieHomeranus.

Ha ocHOBaHMM KIMHMYECKONW KapTUHBI U TIOJYYEHHBIX JAHHBIX Ha3HAuYeH
CICAYIOIIUN TJIaH JIEYEHHUs: PACTBOP HOMOKCHUIIMH, PAcTBOP IUTOKOJWH, pPacTBOP
JIeKCaMEeTa30H, pacTBOP LEe(TpUAKCOH, PacTBOp J€BOQIIOKCAIMH, pACTBOP T€HTaAMUIIMH,
PacTBOP JUMHE30JIU/I, PAaCTBOP pUDaMIUIIMH, paCTBOP IUKIO(PEHAK, paCTBOP HapareTaMo,
pacTBOp MEpOIEHEM, PacTBOP MaHHUTOJ, TaOJNeTKU BapdapuH, Karcylsbl pudamMmuiuH,
Ta0JETKH MaHTaMNPa30J1, KarcyJbl TAMCYJa31H, Ta0JETKH METOIPOJION, TAOJIETKH aclIUuKap,
TabJeTKu pypomar.

[TanirieHT MpoOBLI B cTaliioHape 59 CyTOK, MOCie MPOBEACHHOTO JICUEHUSI COCTOSIHUE
OOJILHOTO YJIYYIIWJIOCh U €r0 BBIMUCAIA Ha aMOyJIaTOPHBINA 3Tal JEYEHUs: C AUArHO30M:
[To3nHuil mpOTE3HBINA SHIOKAPIUT JIEBBIX OTACJIOB CEpAlla C MOPaKEHUEM AOPTaIHLHOIO
MpoTe3a M BOCXOJAIIETO OT/AENa aopThl, MOJAOCTpOE TeueHue. BTopuuHbIA THOWHBIN
MEHHUHTHUT (cenTuueckas 3mo0oiust), pekonBanecueHT. Cunapom Mapdana. Oy3udopmHas
apTepualibHas aHeBpU3Ma UHTPAKPAaHUAIBHO JMCTAIBHON BETBU JIEBOM 3aJHEH MO3TrOBOMU
aptepun. KolnuHr o6enx BHYTPEHHUX COHHBIX apTepUil, KHHKUHT MPaBOi MO3BOHOYHOMU
apTepuu, TUIIOIIA3Us JIEBOW IMO3BOHOYHOW apTepuu. AHEBpHU3MA MAPOKCU3MAIBHOTO
CerMeHTa JIeBOW moakmoundHoi aptepuu. Omepanus (15.07.2022): nmpore3upoBaHue
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AOPTAJIIBHOTO KJIallaHa, BOCXOAIIEr0 OTAENA a0PThl, AOPTO-KOPOHAPHOE IIYHTUPOBAHUE B
YCJIOBHSIX MCKYCCTBEHHOTO KpoBOooOpamieHus. lleprHeBpasibHbIE JIMKBOPHBIE KHCTHI Ha
ypoBHe L5-S4. YMepennsiil HI>KHUN napanapes, HapylieHue (yHKIIMU Ta30BbIX OPTraHOB
0 IIEHTPAILHOMY TUITY (3aJ€p>KKa MOYH).

BoiBoabl. JlaHHBIM KIMHMYECKHI Clyd4ail yKa3plBa€T HAa HEOOXOAUMOCTH
JNATbHEUIIEro U3y4YEHNs CUHAPOMA TUCIUIA3UHA COCTMHUTENBHON TKAHU, TAK KAK OH MOYKET
NPUBOJNUTH K Pa3BUTHIO 3a00JIEBaHUM, OCIOKHEHUS KOTOPBIX CTaBAT MOJA yrpo3y *KU3Hb
MTalMEHTA.
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