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AHHOTanms. JlaHHasi CcTaThsd MPEACTaBISIET COOOM IUTEpaTypHBIM 0030D,
NOCBSIIEHHBIA MpoOJieMe pPa3BUTHA BHE3alMHOW CMEPTU Yy JIMI C JUCIUIa3uei
COCIMHUTENHHON TKaHu. OmHMCaHbl OCHOBHBIC CHHIPOMBI, JICKAIIUEe B OCHOBE
TaHATOT€HE3a BHE3AITHOW CMEPTH yIaHHOTO KOHTUHTEHTA MOJIOJIBIX JTIOZCH.

Annotation. This article is a literature review, which presents the problem of a
sudden death of patients with connective tissue dysplasia. The article also presents
the main syndromes in the sudden death’stanatogenesis ofthese patients.
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BBenenue

B coorBerctBun ¢ Bceepoccuitckumu KnuHnueckumu PexoMeHpauusmu 1o
KOHTPOJIFO HaJl PUCKOM BHE3AITHOM OCTAHOBKM CEPJALA U BHE3ANHOU CEpICUYHOM
cmeptn (BCC), BHe3amHOM cepAedyHON CMEpThbIO Ha3bIBAIOT HENPEABUACHHOE
CMepTeIbHOE COOBITHE, HE CBSI3aHHOE C TPaBMOM M BO3HHUKAIOIIEEe B TeueHue 1 yaca ¢
MOMEHTA TMOSBJICHUS CHUMITOMOB Yy UYEJIIOBEKAa, KOTOPBIM MpPU KU3ZHU HMEI
BPOXKJICHHOE WA NMPUOOPETEHHOE, MOTCHI[MAIBLHO OMAcHOE /IS JKU3HU 3a00JIeBaHUE
ceplla, Wik Ipyu BCKPLITUU 00HAPY>KEHO 3a00ieBaHue Cep/la WU COCYJI0B, KOTOPOE
morjio ObiTh mnpuunHo BCC, wumu mnpu BCKPBITUM HE BBISBICHO JPYTUX
BHECEPJICUHBIX TPUYUH CMEPTU U MPEJIoIaracTcsi, YT0 CMEpPTh MOrjia ObITh BhI3BaHA
apUTMUEN.
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[lo pe3ynbrataMm peTpOCIEKTUBHOIO aHaiu3a broopo cyneOHO-MeauIMHCKON
skcnepTtusbl . MockBa yactora Bctpedyaemoctd BCC BO BCex BO3pacTHBIX IpymnIiax
coctaBuna 49,1% (15 420 u3 31 428 BckpoeiTuit unu 123,3 va 100 000 HaceneHus B
ron). Ilpu stom, pacnpoctpanénnocts BCC B Bo3pacte ot 1 mo 45 ner cocraBuiia
27,5 % (2 790 u3 10 132 Bckpwituii). Cpeau ocHoBHbIX npuyuH BCC BhIgenstor
XKenynoukoBble Taxuaput™uu (75 %), Opanuapurmuu u acucronuu (15 %) [2].

Heap uMcciaeq0oBaHUsA — BBISBICHHE OCHOBHBIX CHHAPOMOB, ONPEIEIISIOIIUX
TAHATOI€HE3 BHE3AITHOW CMEPTH Y JIUIL C JUCILIA3UEH COCIUHUTEIbBHON TKaHU.

MarepuaJjibl M METOABI HCCJIEAOBAHUA

[IpousBeneH aHanu3 JIUTEPATYPHBIX HMCTOYHHKOB B OTHOLICHWHU PAa3BUTHS
BHE3AITHOU CMEPTHU y JIUII C TUCIUIACTUKO3aBUCUMOM MaToJorueun. B ¢BsA3u ¢ Tem, 4ro
Oonblliasg yacTh paboT MO JAaHHOM Teme Mpou3Bojuiach Ha 0aze OMckoro Orpo
Cy/1e0HO-MEIMLIMHCKOM 3KCHEPTHU3bl, 32 OCHOBY OBUIM B3ATbl pPE3YyJbTaThl HX
HCCJIEIOBAHUM.

Pe3yabTaThl Hcc/Ie10BaHUA U UX 00CYyKACHHUE

CornacHo psiy uccieaoBaHUi, MpoBoAuMbIx Ha 0aze ['Y3 Omckoil obnactu
bropo cyneGHO-MequIIMHCKON JKCIepTHU3bl, y Jojaed B rpynme g0 39 yer npu
CEKIIMOHHOM HWCCJIE€JJOBAHUU CIy4aeB BHe3amHo cmeptd B 98% ciydaes
OoOHapy’KMBaeTCsl JIUCIJIACTUKO3aBHCUMAasi MAaTOJOrMs, YTO JaeT OCHOBaHHUE
paccMaTpuBaTh JAHHYIO IIATOJIOTMIO KAK OCHOBHYIO B HACTYIUIEHHMM CMEPTH.
OCHOBHBIM MATON€HETHMYECKMM 3BEHOM Yy JIMI C JAUCIUIA3UE€N COEIMHMUTEIIBHOU
TtkaHu(ICT), dbopmupyronmm emie npu KU3HU PUCK BHE3AMHOM CMEpPTH, SBIAETCA
HapylleHWe  KapJUOreMOJUHAMUYECKUX  B3aMMOOTHOUIEHUH, OOYCIOBJIEHHBIX
MaTOJIOTUEH CEepAECYHO-COCYUCTON CHUCTEMBI,CIIEKTP MOPAKEHUM KOTOpPOM ObLI
Ype3BbIYAHO IIHUPOK: OT H30JMpoBaHHbIX npossieHurd JCT B BHae mnponanca
mutpasibHoro knanaHa (IIMK), mnaromorum momocted cepaua A0 TpyObIx
AHATOMMYECKUX HM3MEHEHMH cepiAla U KPYIHBIX COCYJOB — aOpThl, Oa3WJISPHBIX
apTepui, KOpOHapHbIX aprepui. [IpryeM mopakeHust COCyAUCTON CTEHKH HOCHUIU
KAaK CHCTEMHBIM XapakTep, HalpuMep, AYIUIMKaTypa aopThl, KalleJIbHOE CepAle U
aHEeBpU3Ma KOPOHAPHOU apTEPUU, TAK U U30JIMPOBAHHBIM.

Takum 00pa3oMm, cpelu NPUYHMH, ONPEAENSIONIMX TAaHATOr€HE3 BHE3AIHOM
CMEPTH, BBIIEIAIOT KIaNaHHbINA, apUTMUYECKUN U COCYIUCTBIM CUHAPOMEI [4].

Kiananneiit cunapom y moaeit ¢ JICT nposBisieTcss NpeuMyIIeCTBEHHO B BUJIE
[IMK B HM301MpPOBaHHOM BHJE WJIH B COYETAHUU C MOPAKEHUEM aOPTAJIBbHOTO U
TPUKYCIIUJAJIBHOIO KJIanmaHoB. YacTo OTM U3MEHEHHS MOTLYT COYETaThbCs C
pacIlIMpEHUsMH KOPHS  aOpThl, JIETOYHOTO CTBOJA, AHEBPU3MOW CHHYCOB
BanscansBbl. [lo manneim B.I1. KoHeBa, nmpu maTosioroaHaTOMUYECKOM BCKPBITUH
may ¢ IIMK, BHe3anmHO yMepmux OT apuUTMHUN, BBIABISIIOTCS JIETEHEPATHBHBIC
HapylIEHUsI CTPYKTYp IPOBOIAIIEH CHCTEMBI CEPLla HEBOCIAIUTEIBHOU MPUPOJIBI.
MukcomaTo3Hasi  JAE€TeHEpalus KIAamaHOB  CEPALIA, CONNIACHO  KIMHUYECKUM
pekomenaauusasM PHMOT 2017 roma, Hapsny ¢ MYKCKMM MOJIOM, COYETaHHBIMU
KJIAIIAHHBIMU ~ NTOPAXXEHUSIMHM, BpPOXKICHHBIMU AHOMAJIMSIMHU Ppa3BUTHA  CepALA,
OTHOCUTCA K  HemoaupuuupyembiM  (akTopaM  pUCKa  BO3HMKHOBEHUS
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KU3ZHEYTpOXKAIOIUX HapyumeHuil putMma [3]. Curapom yminmHeHHOro nHrepana QT
(=50Mmc), KaK BO3MOXHBIM MPOrHOCTUYECKUN KPUTEPHUIl BHE3AMHOW CMEPTH, ONHUCAH
BO MHOrux wuccienopanusax y nauueHtoB ¢ [IMK [4]. [laHHbId cuHIpOM,
BBISIBIIEMBIM 4acTo y JuI Miuague 14 jer, sABiasercs NMPEABECTHUKOM pPa3BUTHUSA
KEJIyJOUYKOBBIX apUTMUM.

PesynbTaThl UMEHOIIMXCA HA CETOAHSIIHUN JE€Hb MCCIEAOBAHUM MO3BOJISIOT
MPEANONIOKUTh MyJIbTU(GAKTOPHBIM Xapakrep aputmuil y juu ¢ JCT, urto wu
ONpENENAeT WX IIUPOKUN CHEKTP, PA3JIUYHOE IPOTHOCTUYECKOE 3HAYEHUE W
pas3nuYHbIe MOAXOMAbI K JIeUeHHIo U npodunaktuke. Hanbonee pacnpocTpaHeHHBIMU
HapylIeHUEM pUTMa cepana cpeau nauueHtoB ¢ cuHapomom JCT  sBastores
IpeAcepAHas M KEIyJOYKOBas JKCTPACUCTOJNIHS, BO3MOXHO MOSBJIEHUE CHUHIpPOMA
Bonwga-Ilapkuncona-Yaiita. [lo nanueim OOyxoBoit T.B., peructpupyemas mnpu
JNCT napokcusMalibHasi CyNpaBEHTPUKYJISIPHAS — TaxXWKapAus, IKEIyIOYKOBas
AKCTPACHUCTOJINS BBICOKHUX IpaJalluii U MapOKCU3MAJIbHAS KETyT0YKOBask TaXUKapaus
MIPEACTABIIAET COO0M OCHOBY Il BO3HUKHOBEHHUS (paTalbHBIX HAPYLIEHUNH pUTMA U
BHE3anmHOU cMepTu. [losiBIeHue aKTUBHBIX SKTOMUYECKUX KOMIUIEKCOB MOXET OBITh
CBA3aHO C H3MEHEHMEM AaBTOMATUYECKOM AaKTUBHOCTH CHHYCOBOI'O  y3Ja,
O0COOEHHOCTSIMU MHHEpPBALMHU, (POPMUPOBAHUEM 30H ACMHXPOHHOW AEHOJSPHU3ALUH,
aKTHBALMEW MNPEICEPIHBIX JIATEHTHBIX 0OYaroB AaBTOMATHUU BCIEICTBUE Pa3InyuUsd
CKOPOCTH pEMNOJIIpU3alMyd BOJOKOH MHOKApAAa W HAPYLIEHUS JJIEKTPUUYECKOU
TOMOI'€HHOCTU MPEACEPANM, pealn3yIOIMXCsl B YCIOBHUSIX HapylIeHUs OOMEHa B
Muokapae naueHTos ¢ [JCT.

[Ipn wammuum JICT pAucnimacTUHECKUE SBICHUS BBISBISIFOTCA B CTEHKAX
coCyZ0B JIF0OOM JIOKaIM3allui, HO HauboJiee SpKO OHM ObIBAIOT BBIPAXKEHBI B a0pTe,
JIErOYHOM CTBOJIE, KOPOHApHbIX W LepeOpalbHbIX apTepusix. Pa3Butue maHHBIX
ABJICHUA CBA3aHO C BPOXKICHHBIM JE(PEKTOM MBIIIEYHOI'O0 CJIOS  COCyAa,
MOBPEKIEHUEM BHYTPEHHEH 3JIaCTUYECKOW MeMOpaHbl, HapYLIEHUEM CTPYKTYpBI U
MOBPEKIEHUEM KOJIJIAr€HOBBIX BOJIOKOH apTepHil, KOTOpbIE TPUBOAST K OCIA0JIEHUIO
COCYIMCTOM CTEHKH, MpeBpamias cocyd B €MKOCTHbIA. COCYIUCTBIM CHUHAPOM IpHU
JNCT nposiBnsieTcs aHEBPU3MOOOpa3OBaHUEM apTepuil  (aHeBpU3Ma/IUCCEKIINU
aopThl, COCYZOB IlIeH, LepeOpalbHBIX COCYJIOB), YMECHBIICHUEM IIUPUHBI,
TUIIOIUIA3UEH  COCYJOB, NATOJIOTMYECKOM M3BUTOCTBIO APTEPUN, CIIOHTAHHBIM
dbopmupoBanueM (GUCTYJ, apTEPUO-BEHO3HBIXMATh()OpMaLIMi, paCIIUPEHUEM U
MaTOJOTMYECKON U3BUTOCTHIO BEH PA3IUYHOr0 KanOpa 1 jJokanusamnuu [3].

Ha 6a3ze Omckoro 01opo cyneOHO-MEIMIIMHCKON 3KCIEepTH3bl ObLI MpPOBEAEH
psa paboT MO U3YyUYEHUIO COCYMCTOM MaTONOrMU KaKk MPUYUHBI BHE3ATHOW CMEPTH Y
ui Mosiogoro Bo3pacta. [1o ux ganusiM, B 100 % ciiyyaeB BHe3anmHOW cMepTH ObUIH
BBISIBJICHA IIATOJIOTHSI CEPIEYHO-COCYIUCTOW CHCTEMBI. [Ipr MakpoCKOMMYECKOM
ucciaenoBanun aoptel y jaui ¢ JCT nHaOGmroganuch NpU3HAKU TUIOIUIA3UH €€ C
YMEHBIIIEHHEM TOMEePeUHbIX pazmepoB a0 2,0-2,5 cMm. B obmactu ycThsi aopThl
HaOJII0AJIMCh HETIOIHbIE MEeperudbl U MepeKpyThl, YMEHbIIamue ee npocseT. [lpu
MUKPOCKOMUYECKOM HCCJIE0BaHUU OOHApYXWiIoch aud@dy3HOEe MOpaKeHHe BCeX
cTeHOK cocyjna. [latonorusi uepeOpanbHbIX U BEHEUHBIX COCYAOB Oblia CBsS3aHA C
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pa3pplBaMU aHEBPU3M, BO3HUKIIHUX B pe3yJbTaTe IUCTPOYUUECKHX H3MEHEHUU B
CTEHKaX COCYJOB MBIIIEYHO-3JIACTUYECKOIO TUIIA U HAPYLICHHUEM T'€MOJWHAMUKH Y
nun ¢ BHemHUMEU penamu JICT [1].

Cpenn mnanumentoB ¢ JCT Takke wHMMEeT MECTO NATONOTUS COCYJIOB
MUKpPOLUPKYJATOPHOTO pycila B COYETAHUM C TPOMOOLMTONMATUAMM, UTO
00yCIOBIMBAET npody3HbIe KPOBOTEUCHHUS (MUIIEBOAHBIE, HOCOBBIE,
MOCTTPAaBMAaTHYECKUE, TMOCT- W HUHTPAOINEPALMOHHBIE), YTO SBIAETCA NPUUMHOU
BHE3aMMHOW CMEPTH ATUX Jinl. TpomObl, 0Opasyrouiuecss B BapUKO3HOU3MEHEHHBIX
BEHAX, SBIIAIOTCS MCTOYHMKOM SMOOJIMM CTBOJA W KPYNHBIX BETBEW JEro4HOU
aprepuu [S].
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