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Bueszannas ceppeunas cmepth (BCC) ceropnst — axkryasipHas npo0GieMa MUPOBOW MEAMIIMHCKOW TPAKTHUKH.
AHanm3 cirydaeB BHE3aITHOM CMEPTH Yy JIMI] MOJIOZIOTO BO3PACTa ITOKA3bIBACT, YTO JMCIUIA3Hs COSMHUTEIFHOMN TKa-
uu (JCT) — onHa U3 OCHOBHBIX IPHYUH MATOJIOTHU COCYAUCTOH CTEHKU y JaHHOH KaTeropHH MaIeHToB Bue 3a-
BHUCHMOCTH OT 3a0oseBanust, npuse/uero K passutuio BCC, 0CHOBHOH ee MeXaHN3M — apuTMuueckuid. B 0030pe
paccMaTpHBaeTCsl COBpeMEHHbIH B3N] Ha npuanHbl BCC mpH 4eTko O4epuYeHHBIX MOHOTCHHBIX HACIESICTBEHHBIX
HapyIICHHUSAX COCAMHUTENBHOM TKAaHM, TAKUX Kak mpojarc MmurpanbHoro knarnaHa (IIMK) u cunxpom Mapdana.
TTokazano, uro npu [IMK HenocpeacTBeHHON NPUYMHON BHE3AITHOH CMEPTH, BEPOSTHO, SIBISETCS HKEITYI0YKOBAst
TaxuapuTMus ((UOPHIIAIINS JKEITY0UYKOB), B TO BpeMsl KaK IpH cuHapome Mapdana — pacciioeHue 1 pa3phiB aop-
Th1. Metonamu npodunaktuku BCC y nanuentos ¢ JICT sBIAIOTCS CBOCBPEMEHHOE BEIIBICHHE Yy HUX COCYAUCTBIX
AHOMAJIMH U KIMHUYECKH 3HAYMMBbIX aPUTMHUI.
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CONNECTIVE TISSUE DYSPLASIA AND SUDDEN CARDIAC DEATH
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Sudden cardiac death (SCD) is an actual problem of the world medical practice nowadays. The analysis of
young people sudden death cases shows that connective tissue dysplasia (CTD) is one of the vessel wall pathology
reasons in that patient category. Without distinction of disease leading to SCD, its main mechanism is arrhythmic.
The review considers the up-to-date view on the SCD reasons under well-defined monogenic hereditary disorders of
connective tissue such as mitral valve prolapse (MVP) and Marfan syndrome. It is shown that in case of MVP the
immediate cause of sudden death is probably ventricular tachyarrhythmia (ventricular fibrillation) while in case of
Marfan syndrome the reason is aortic dissection and disruption. SCD prevention techniques in patients with CTD

are timely detection of vascular malformation and clinically significant arrhythmias.
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ITon BHe3amHOW cepAeYHON CMEPTHIO
(BCC) B HacTosmIIce BpeMsI IOHUMAIOT €CTe-
CTBEHHYIO CMEpTh, CBS3aHHYIO C cepjed-
HBIMU MPUYUHAMHU, KOTOPOH MpPEIIIeCTBYET
BHE3aIlHasl MOTEPsl CO3HAHUS M KOTOpas Ha-
CTynaeT B mpenaenax | 4 oT U3MEHEHHUs co-
CTOSIHUS NAlMEHTAa WJIU TMOSBICHUS MEPBBIX
KJIIMHUYECKUX CHMIITOMOB; HALUEHT IIpHU
39TOM MOXET CTpanarh 3a00JeBaHHEM CepIi-
11a, HO BpPeMs U XapakTep CMEPTH SIBISIOTCS
HEOXXUJAAaHHBIMHU; WJIH CMEpTh, HACTYMHB-
masi 06e3 cBuaeTeseld, HO eclu mpo OOJb-
HOTO H3BECTHO, YTO B MOCJIEIHUE CYTKH OH
qyBCTBOBaJ cebs xopomio [1]. Yame Bcero
BCC Bo3HmWKaeT u3-3a GUOPHILIAINN JKEITy-
noukoB (DX), B Hexotopsix ciyyasx DX
MPEe/IIECTBYET JKENyJO0uKOBasg TaXHUKapaAus
(OKT). Acucronusi mepBUYHO pa3BUBACTCA
3HAYUTENIBHO PEXe; CO BPEMEHEM HacTyIlje-
Hust BCC ee BeposTHOCTH yBeIWYUBaeTCH,
T.K. B Hee TpaHcopmupyetcsa DXK; Opaau-
aputMmun, kak npuunasl BCC, BcTpevatores
penko [7].

Yactora BCC 3HauuTenpHO BapbUpy-
eT s pa3nauuyHbix peruoHoB. B CHIA ona

ouenuBaerca B 300000-400000 ciyuaeB
B 1011 (13 % OT Bcex cMmepTei, HaCTyMUBIIUX
OT ecTecTBeHHBIX npuuuH). B EBpomne nan-
Has nu@pa cocrasuser 18,5 %, Ho B EBporne
u B Poccun mog BCC moHUMAIOT CMEpPTH,
HACTYNHBINYIO B TedeHHe 24 4acoB OT Ha-
CTYIUIEHUSI CUMIITOMOB, B oTiinune ot CIIA,
r7ie BpeMEHHBIM MepUOAOM cunTaeTcs 1 gac.
Pacmpoctpanennocts BCC B 001m1ei momyss-
uuu coctasisietr 1-2 ciayuas Ha 1000 cmyga-
eB (t.e. 0,1-0,2% B rox). B Poccuu, no nan-
HBIM HEKOTOPBIX aBTOPOB, 3TOT IMOKa3aTelb
cocrasiser ot 0,8 mo 1,6 ma 1000 yenoBek
B rox1 [1]. Beposaraocts BCC cymiecTBeHHO
BBINIE Y MY>KYWH IO CPAaBHEHUIO C KEHIIHHA-
MU (B IoMEHOMay3aJIbHOM I1eproje). ITo 00-
YCJOBJIEHO B OCHOBHOM TE€M, YTO OCHOBHOM
npuuanHoil pazsutus BCC sBnsercs umemu-
yeckass 0ones3nb cepaua (MbC): mpumepHo
50% cwmepreit mpu MBC HactymaroT BHe-
3amHO. BHe 3aBucHMOCTH OT 3aboJjeBaHWS,
npuseauiero k pasutuio BCC, ocHoBHOI ee
MexaHu3M — apurmuueckuii. B 75-80 % cuy-
yaeB 3T0 (GuOpMIIALUS KEeTyqoYKoB, B 15-
20 % — paznuuHble OpaguapuTMHUH, BKIIOYAS
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aTPUOBEHTPUKYJSIPHYIO OIOKaay BBICOKOM
CTEICHU U aCUCTOJHIO [7].

MHoroneTHHe HAOMIOJEHNUS W HCCIEN0-
BaHMe ciydyaeB BHe3anmHol cmeptu (BC) mo-
Ka3bIBaIOT, 9To B 75-80 % ciydaeB OCHOBOI1
3a00JIeBaHMI CepAeUYHO-COCYIUCTON CHUCTe-
Mbl (CCC) sBnseTcss aTepoCKIepOTHUECKOe
MOpak€HUE COCY0B KPYNMHOTO M CPEAHETO
kanuOpa, IpUBOJAIIEEe K CTEHO3Y, 00CTPYK-
LMW, a TaKXKe IMopaXeHue BEHO3HOTO OTaesa
C Pa3BUTHEM TPOMOOTHYECKHUX OCIOKHECHHM.
Opnnako ananu3 ciydaeB BC muir Mmonogoro
Bo3pacta (10 39 net), KOTophIe 3a MOCIEeIHIE
roAbl UMEIOT TeHJEHLHUIO K POCTY, MOKa3al,
4yTo cpenu npounx npuuuH BC npepanmupyet
3HAUMUTENFHOE YHCIIO CITydaeB, 00yCIIOBIEH-
HBIX HMCKJIOYHUTEIBHO MAaTOJIOTHEH COCyI0B
pasnuyHoro Kanulpa, CBA3aHHOM ¢ Hapylie-
HUEM pa3BUTHS COCYAMCTON CTEHKH, IMpH-
Bozsmeld K (OPMHUPOBAHUIO aHEBPH3M pas-
JUYHOTO BUAA U cTpoeHus [2, 8]. OcHOBHOM
NPUYUHON NATOJOTUH COCYAUCTOW CTEHKH
y JHUIl MOJIOJIOTO BO3pacTa SBISETCS IHUC-
mwiasust  coepuHUTeNbHON TKanum  (JICT),
MPOSIBISIONIAsICS MATOJOTHEHN 3JacTUYeCcKo-
ro Kapkaca cocynoB. B nureparype umeror-
Cs yKa3aHUs Ha TOPaXKCHHE 3JIaCTUYECKUX
CTPYKTYp COCYAWICTOW CTEHKH W TpeBparie-
HHE€ PE3UCTUBHOTO XapakTepa apTepuaibHO-
ro cocyla B €MKOCTHBIN [4]. BoXbIIUHCTBO
aciektoB BCC mpu [CT wusyueno wmaio.
Wmerorcs nub JaHHBIE OTHOCHTENIBHO Ya-
ctorsl BCC npu 4eTko o4epYeHHBIX MOHO-
TE€HHBIX HACIIEJICTBEHHBIX HApYIICHHUSIX CO-
enuantensHo Tkanu (HHCT), Takmx kak
cuHApoM MapdhaHa 1 mpoJanc MUTPaTbHOTO
kinamana (IIMK) [5].

[To muenuto 3.B. 3emiioBckoro, MpoodIe-
My BCC cnenyet paccMaTpuBaTh ¢ MO3HIMI
CyIIECTBOBAaHHUS KOHKPETHBIX MOHOTEHHBIX
HHCT wu pgucmmacTHYecKHX CHHIPOMOB
u ¢enotunos (ACud), xk mocierHuM OT-
HOCSTCS TIpOJIATIC MUTPAJIBHOTO KJamnaHa
(IIMK), mapdanouanas BuemHocts (MB),
MaphaHOmOgOOHKIH, AJIEPCOTNOT00HBIH,
CMEIIaHHBIH W HekiaccuuIupyembrii Qe-
HOTUIIBI W CHHAPOM THIEPMOOHMIBHOCTH
cyctaBoB. OcHoBHO# npuuyunoit BCC y na-
LUEHTOB C CHHApoMOM MapdaHa u psaa
poxncrBennbix emy HHCT, saBasercs pac-
CJIOCHUE W Pa3pbIB aOpThI. DIEKTpPUYECKas
HEeCTAaOMIPHOCTh MHOKapAa HEepPEeIKo CTaHO-
BuTcsa npuanHoii BCC mpu cambIX pa3HBIX
HACJIC/ICTBEHHBIX 3a00JIEBaHUSIX, K KOTOPHIM
OTHOCATCSI aPUTMOTCHHASI KApAHMOMHUOTIATH S/
JUCIUIa3Usl MPAaBOrO KEIyd04YKa, CHHIAPOMBI
npeaBo30yKIeHUsT W pa3W4yHbIe HACIe.-
CTBEHHBIE KaHAJOMATHH, MPOSBISIONIHAECS
W3BECTHBIMH  CHHAPOMAMHU  yIJTMHEHHOTO
i ykopouennoro QT, cuanpomom bpyrana
u np. [4].

IIpu cunapome IIMK Becema uyacto
BBISIBIISIIOTCS TPU3HAKKA HAPYLICHUW DIICK-
TporeHe3a MHUOKapaa, Q(EHOMEHBI Tpel-
BO30YXJICHHs, TPU3HAKN BOBJIEUYCHHS KOCT-
HO-CKEJIETHON CHCTEMBI, KOXXH U CYCTaBOB,
YTO CBHUAETENHCTBYET O HEOOXOAMMOCTH Je-
TanpHOro ananusa npuuyuH BCC B xaxmom
KOHKPETHOM KJIMHHYeckoM ciydae. BCC
sBisieTcss peakuMm ocnoxkHeHuem [IMK, nHa-
omoparomnMes Menee yeMm B 0,2 % ciydaes
3a TepUOoJ JOJITOBPEMEHHOTO HaONIONEHHUS,
¢ exerogHoi cMmeptHocThio MeHee 0,1 %, uTo
COOTBETCTBYET TaKOBOW B OOIIEH MOMmyJs-
uui [3]. CornacHo pyKOBOACTBY IO BEACHUIO
MalMEeHTOB C JKENyJOYKOBBIMU HapyIIICHHS-
Mu putMma u npegotspaiienuo BCC. TIMK,
KaK MPaBWJIO, HE MPEACTABISIET YTPO3BI IS
JKU3HM, U ero c¢Bsa3b ¢ BCC nukorna He Oblia
yOenuTenbHO ToKa3zaHa. [IporHocruuecku
HEONIaronpuUsATHBIMU (aKTOPaAMU SIBIISTFOTCS:
HallM4yue B ceMmbe mamueHTta cirydaeB BC,
00MOpOKH, TATOJOTHYECKHE M3MEHEHUS Ha
OKI' B mokoe, ymiuHenue umHTepBaiga QT
M JKEJTyJIOUYKOBAasi SKCTPACUCTOJIHS, MHU30]IbI
KT, Hanuuue yAJIMHEHHBIX ¥ MUKCOMAaTO3HO
MOBPEKJACHHBIX CTBOPOK MUTPAIBLHOIO KJja-
naHa [7]. Cpean BHE3amHO yMEPIIUX B MO-
nonoM Bo3pacte y 10 % ennHCTBEHHON MaTo-
nmoruen cepamna 61 [IMK. ¥V GombpmuHCcTBa
6onpubIX [IMK xapakrepusyercs Onarompu-
STHBIM TeueHueM. Ero Hamuuue y4uThIBatOT
TOJIBKO B cCllydae XHPYPTHUECKHUX BMeIla-
TENbCTB, COUYETAIONIUXCS C BBICOKUM PHUCKOM
OakTepueMUH W BO3HUKHOBEHHS WHQEKITH-
oHHoro sHmokapauta (M3), dro o0ycioB-
JUBAET Ha3HaueHUE AHTHOMOTHKOTEpAIlUU.
[Mpn Hanmuuum cuMnToMoB (cepauedueHue,
nepebou B pabore cepiaua, 4YyBCTBO HEXBaT-
KM BO3Jyxa) OOBIYHO Ha3HadaroTcs OeTa-
anpenobiokaropsl (bAB). 1o 3akmoueHnro
9KCIIEPTOB OHU MOTYT OBITh MCIOJIB30BaHBI
JUIS UTUTENBHOTO JIedeHUs OOJBHBIX C T0-
BbIIEHHBIM puckoM BC. BonbHBIM, KOTOpBIE
nepenecnu peanumanuio u3-3a OXK miaum XKT,
PEKOMEHIyeTCs C [EeNbI0 BTOPUYHON Mpodu-
JMAKTHKA WMIUIAaHTHPYEMBIA KapauoBepTep-
nedudpunasarop (MKMI) [6].

Henocpencrsennoit  nmpuumnoit  BCC
npu [IMK, BeposiTHO, sIBIsi€TCS JKENyT0UKO-
Basi TAXUAPUTMUS — OMYyOJUKOBaHBI JaHHBIC
0 OoJybIIEH YaCTOTE CIIOKHBIX JKEIYT0YKO-
BBIX HApPYIIEHUH pUTMa MPU CYTOYHOM MO-
HutopupoBanuu DKI' y BHE3amHO yMeEpIITUX
nanueHToB ¢ IIMK, y HeKOTOpBIX MaueHTOB
oTMeueHo yanunenue wunrepaima QT [9].
OnHako BOIPOC O TOM, YTO MMEHHO SIBIIS-
ercst cyOCcTparoM BO3HUKHOBEHHUS 3JI0Kade-
CTBEHHBIX JKEITY[IOYKOBBIX HAPYIIEHUU PUT-
Mma, Beaymux Kk BCC npu [IMK, octaetcs ne
BIOJHE siIcHBIM. Cama KjanaHHas MaToJOTH
BPSIIT JIU SIBJISICTCSL IPUYUHOM HKEITYIOUKOBBIX
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ApPUTMHIA, HO MOXKET CITIOCOOCTBOBATH MX BO3-
HUKHOBEHHMIO B CHJIy CBOETO BIUSIHUS HA MU-
okapa [9]. CommacHo pykoBoactBy ESC mo
BHE3AITHOW CEPACYHON CMEPTH CTpaTH(UKa-
nus pucka BCC mpu IIMK npoBonutcs mo
CIEAYIOIHUM KPUTEPHUSIM: OCTAaHOBKA CepAalla
nmn KT B anamuese (xnacc 1), u30bITouHbIe
MHUKCOMAaTO3HbIE CTBOPKH, CEMEHHBIH aHaM-
He3 BCC, QT unrepBan u QT gucnepcnus ,
YacThle WJIM CIIOKHBIE JKENTyIOYKOBBIE Ha-
pYWIEHUS pUTMa, MUTpajbHas pErypruta-
musa (xkmacc II, ypoBeHb 10Ka3aTeIbHOCTHU:
C) [10]. Haubonbiliee BHUMaHUE 3aCIIyXKH-
BatoT ocobbie moAarpynnsl [IMK ¢ BbicokuM
puckom paszsutus BCC. K takoBsIM cnenyer
OTHOCHUTH TAITUEHTOB C TSHKEIOW MHUTPah-
HOW HETOCTAaTOYHOCTHIO, OOYCIIOBICHHOMH
MosoTsauei crsopkoii MK — rposnoro oc-
JIO)KHEHMsI TIpoJjanca, CYyIIeCTBEHHO BIIHU-
sromiero Ha mporHo3. Ilo gannsiM Pearson
G.D. et al. [10] u3 348 nanueHToOB 3a NepH-
O]l IECATHIIETHETO HAOMIOeHus 25 yMmepin
BHe3anHo. YacTtoTa BHE3allHOM CMEpPTH CO-
craBuna 1,8% B roa, ee MpPEeaUKTOpaMHu IO
JaHHBIM MYJIBTUBAPUAHTHOTO aHaJIN3a ObLIH:
¢ynknuonanbublii knacc mo NYHA, ¢pak-
Hst BBIOpOCA JIEBOTO JKENyJ0YKa U HaJu4Iue
bubpumsiuy npeacepanii. Xupyprudeckas
KOPPEKIUd MHUTPAJbHONH HEIOCTATOYHOCTH
y 186 n3 348 mauueHTOB mpHUBeaa K J0CTO-
BepHOMY cHmkeHnto pucka BCC. Opnako
opunumanpuas mnosunus ACC/AHA/ESC
cienyromas: 3p(HeKTUBHOCTD IUIACTHKU WU
MIPOTE3UPOBAHUS MUTPAIBHOTO KIIallaHa Jist
camkenusa pucka BCC y nanuenTos ¢ [IMK,
BBIPKCHHON MUTPAJIBHON perypruranuei
U Cepbe3HBIMH JKETYA0YKOBBIMU aPUTMHIMHU
He ycraHoBieHa (knacc IIb, ypoBens gokasa-
tensHOCTH: C) [7].

OcHoBuoli mipuunHOii BCC y 0onmbHBIX
¢ cuaapomoM Mapdana u psga pojaCTBEH-
ueix emy HHCT sBasieTcs paccioeHue u pas-
pbIB aopTel. M3BectHO, uyTOo oOKojO 1-2%
CMEPTEIBHBIX CIIy4YaeB CBSI3aHO C Pa3pbIBOM
u paccioeHueM aopTel. [Ipm 3TOM marueH-
THI C Pa3pbIBOM aOpTHI Ha (DOHE pa3ITHMIHBIX
HHCT cocrasmsior ve 6osee 7% ot oOmre-
ro KOJWYECTBa MalMeHTOB C JAMCCEKIUEeH
aoptel [10]. Ilpu kaxkymemcs: HeOOJIbIIOM
KOJINYeCTBE ManueHToB, Toiasko B CIIIA ko-
nndectBo cinyyaeB BCC mu3-3a paccrnoeHus
1 pa3pbiBa aopThl Ha (hOHE 3a00JICBaHUH coe-
OUHATEIBHONW TKaHU COCTaBIgeT okoio 3500
B roj. Y MaIueHToB ¢ cuHapoMomM Mapdana
oTMeuaeTcst 6ojee BEICOKast CMEPTHOCTH IIPH
PAcCIOCHHH aopThl, MO CPABHEHUIO C JIPY-
rumu marueHtamu (40% mnpu cuHApOME
Mapdana u 21 % B merom mpu pacciIoeHHN
aoptel). Kpome Toro, paccioeHue aopThl
y TakuX MaldeHTOB BCTPEYACTCS B CPEIHEM
B Bo3pacTe 27 JeT, U MOXET SIBUThCS Mep-

BBIM OCJIO)KHEHHEM JaHHOTO 3a0oieBaHMUS.
TpalIuIMOHHO MOKAa3aHUSIMU JUIsI OTIEPAINU
y ManueHTOB C IIUPOKOW aOpTOH SIBISETCS
pasmep aopTh Oosee 55 MM, OJTHAaKO y TaIn-
eHTOB ¢ cuHApoMoM Mapdana u poacTBeH-
HBIMU 3a00JIEBaHUSIMU PACCIOEHHE aOPTHI
MOKET ONPOUCXOAUTH IMPHU MCEHBIIUX Pa3McE-
pax. iMeHHO 103TOMY, TaK Ba)KHO CBOEBpe-
MEHHOE€ BBISBJICHHE IMAIIIEHTOB C BBICOKHM
PHCKOM pAacCIOCHHS aopThl M HAIpaBICHUE
WX Ha OTIEPaTUBHOE BMEIIATEILCTBO [4].

B coorBeTcTBUHN C MMOCJICAHUMU PCKO-
MeHaanusMu EBponeiickoro kapamonoruye-
ckoro obmectBa (ESC) mo Benenuro maru-
€HTOB C HACJEJCTBEHHBIMU 3a00JICBAHUSIMU
ceplia BBIENIEHBl HECKOJIBKO TTOKa3aHUi
JUISL KapIMOXHUPYPTUYECKOTO BMEMIATEIbCTBA
y HaIMEeHTOB ¢ CUHApOMOM Mapdana. [Taru-
eHT ¢ cuHApoMoM MapdaHa ITOKEH OBITH
HaIlpaBJICH Ha ONEpaIuio, eCclii pa3Mep aop-
THl Ha YpOBHE CHHYCOB BanbcanbBel Ooiee
50 mMm. B Tom cnyuae, ecinu pasMep aopThl
46-50 MM, TAITUEHTY TOHKHA OBITH PEKOMEH-
JIOBaHa olepanusd Npu HaJlu4uud CeMEeNHOro
aHaMHe3a AMCCEKLUUU aopThl, IPOTPeCcCUpy-
IOIEH JuiaTtanuu aopThl Ha 2 U Oonee MM
B TOJ, HAJTUYUHU TSDKEION aopTaIbHOW WU
MUTPaIbHOW PETYPrUTAllid WU TUIaHHpYe-
Mol OepeMeHHOCTH. B cimydae, ecnu npyrue
oTzenbl aopThl Oosiee 50 MM, MALMEHT AOJ-
JK€H OBITh JIOMOJIHMTEIBHO OCMOTPEH Kap-
JTUOXHUPYProM JUIsl ONPEACIICHUS] TTOKa3aHUI
K OTEpaTHBHOMY JICUCHHIO. Bce marueHThl
¢ cuaapomMoM MapdaHa JOKHBI TPOXOAUTH
MWHAMHYEeCKOoe HaOIIONeHHEe, BKIIOYAIOIIee
axokapauorpaduro [7].

3aKjIIoueHue

Takum 006pa3zoM, OCHOBHBIMU METOHAAMHU
npodunaktukn BCC y manumentoB ¢ JACT
JOJDKHBI OBITH CBOECBPEMEHHOE BBISIBICHUE
y HUX COCYAMCTBIX aHOMaJIUi (Ipexkie Bce-
T'0, PacLUIMPEHHUs A0PTHI, C MOCIEAYIOLICH XU-
PYpPrudecKoi KOppEeKIHel Mo MOKa3aHUsIM),
a TaK)Xe KJIMHMYECKH 3HAYMMBIX apUTMHI.
HeoOxonuMo Taxxe BBIJCICHHE CPEAHM TUX
MalMEeHTOB IPYII BHICOKOTO PUCKA U aKTHUB-
HOE JHMHAaMUYecKoe HaONIOJeHUE 3a HUMH,
Ha3HAYeHHEe MEIUKaMEHTO3HOH mnpoduiax-
THKHU H, 110 TTOKa3aHUAM, UMILIAHTAIUS Kap-
JIMOBEPTEPOB-AeHUOPUILISITOPOB.
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