OpnHUM M3 caMbIX BIIEUATJIAIOIIMX UTOIOB Pa3BUTHUS HAYKH MIPOLUEAIIErO CTOJIETHS CIAEAYET
MIPU3HATH TOT TUTAHTCKUM CKA4OK, KOTOPBII COBEPIINIIO YEIOBEUECTBO B TIOHUMAaHUHA MEXaHU3MOB
(YyHKIMOHUPOBAaHUS TeHeTUYecKoro Koja. K HacTosIeMy BpeMeHH 3aKOHYEHO HCCIIeI0BAaHHE
YeJI0BEYECKOr0 FreHOMa, ITPEACTABUBIIEE JAHHBIE O TIOCIE0BATENBHOCTH U CTPOCHUHN MOJIEKYJI
JIHK y yenoBeka. Pacxoxum cTano yTBEpKACHHUE O TOM, UTO KapUOJIOTHS MTO3JHEE BCEX APYTUX
JUCLHUIIIIMH aCCUMUIIMPOBAJIa UIEU MEAUIMHCKON reHeTuku. Ho mociennee aecsatuieTre u B 3TON
00J1aCTH MEIUIIMHBI 03HAMEHOBAJIOCH POXKICHHEM HOBOT'O HAIMIPABICHHS - TEHETUYECKOM
KapJUOJIOTHH., HHTETPUPYIOIIEH KOHLIETIIIMY U TEXHOJIOIMH MOJIEKYISIPHOU T€HETUKH.

UYro kacaeTcst apuTMHi, TO Ha4ao MOJIOKUIN UCCIIEI0BAHUS MOJIEKYJIIPHBIX OCHOB CEMEMHBIX
ciaydaeB cuHapoMa yayrmHeHHoro QT. K HacTosimieMy MOMEHTY y4acTHe T€HETHYECKUX
JETEPMUHAHT YCTAHOBJICHO JUIsl pAa3JIMYHbIX HAPYLUIEHU pUTMa U IPOBOJUMOCTH, CPEAN KOTOPBIX
ceMeifHas mosHas nonepeyHas 0J0kazaa, HAMONaTHYecKas MeplareabHas apuTMUs, CHHIPOM
Bpyrana, cunapom c1abocTH CHHYCOBOTO y37a.

Yaaunenue unrepsana QT

[lepenaronuiicst Mo ayTOCOMHO-PENECCUBHOMY THITY CUHAPOM yasrHeHHoro QT, coueraromuiics ¢
[NIyXOTOW, HOCUT Ha3BaHUE «cUHIpoM J[kepseina-Jlanre-Hunbcena». bbul BiepBeie BbIsBIIEH y 4
OJIHOKPOBHBIX MJIQ/ICHIIEB, CTPAJaBIINX pUIagkaMu ciadoctu. Tpoe U3 HUX BHE3aMHO MOTHOIH B
Bo3pacte 4,5 u 9 ner [7].

AyTOCOMHO-JJOMHUHAHTHBIA THIT HACTIEOBAaHUSI CBOMCTBEHEH cUHIpoMYy yaummHeHHOro QT 6e3
COITYTCTBYIOILIETO HAPYIICHHUS CIIyXa, BIIEPBbIE OOHAPYKEHHOTO Y WICHOB JIByX cemencTB C.
Romano u coast. (1963) u O.Ward (1964) [7].

OTH HaACIIECTBEHHO-CEMEIHBIE CUHIPOMBI OITACHBI CUHKOIAIbHBIMU COCTOSIHUSIMM,
00yCIIOBJIICHHBIMU MPEXO/SAIINM TPETNIETAHUEM U MEPLIAHUEM KEITYJOUYKOB, KOTOPbIE MOTYT
3aKOHYMTHCS BHe3amHoi cMepThio. K 1990-Mm ronam B Mpe HacuutsiBanock 10 700 60NbHBIX ¢
STUMU CHUHJIPOMaMU. BOJIBIIMHCTBO U3 HUX - MOJIOJIbIE KEHIIUHBI. bojee yeM y mosoBUHBI OOJIBHBIX
0OMOpPOKH CBSI3aHBI C SMOIIMOHAIILHBIM HanpspkeHueMm, y 45% - ¢ puzndeckumu ycunusamu, y 9%
OHH TOSIBJISIOTCS B IIEpUO MeCSYHbIX. CMEPTHOCTD Cpeliy He JICYEHHBIX OOJIbHBIX ATON TPYIIIIbI
OYEHb BBICOKA - 0KOJI0 71%. CTaHnmapTHBIN 1 HauboJiee pe3yabTaTUBHBIM METO/] JICUCHUS -
Ha3Ha4yeHHe $-aJpeHOOIOKATOPOB MPHU OTKA3€ OT BCEX MPErnapaToB, CIOCOOHBIX YAJIMHATH HHTEPBAJ
QT, a Takxe mpu orpaHUYEHUN PUINIECKUX HATPY30K. BOMBITMHCTBO OOJIBHBIX, HE PEarupyoInxX
Ha ¢-aJ1IeH00JI0KaTOP, HYKJIAI0TCS B XUPYPrUUECKOM ONepaliu: JIEBOCTOPOHHEH EeHHO-TPYAHON
cumnaTiIkTomuu. Mmerotcs coobienus o6 ycnenraoM npumeneHnn IKC y 60IbHBIX C
BpokieHHbIMU (popmamu cuHapoma yaymmHeHHoro QT (bokepust ©.D. u ap., 1988).

MepuarteabHast apuTMHSs

MepruaTenbHasi apuTMUs B OOJIBIIMHCTBE CIy4aeB BTOPUYHA, T.€. 00yCIOBIeHa KaKUM-THO0
3a00JIeBaHUEM CEPICUHO-COCYAUCTON crucTeMbl. Ho mo MeHbIei Mepe y 1/3 60IbHBIX 3THOJIOTHIO
MeplLaTeIbHON apUTMHHU, U B YaCTHOCTH GpuOpuiusiun npeacepanii (OI), ycraHoBuTh He yaaercs. B
9THX CIIy4asx FOBOPAT 00 MANONATHYECKON WK nepBuuHor ¢pubpmusinun npenacepauii (LONE ATRIAL
FIBRILLATION). IIpenamonaraercs, 4To B 3HAYUTEIBHON YaCTH CITydaeB HAHONaTHIECKas (IepBUIHAS)
@II nacneacTBeHHO o0ycioBieHa. OHAKO B JUTEPAType UMEIOTCS JIUIIb AMHUYHbBIE pa0oThI, B
KOTOPBIX JETAINCH MOMBITKA M3Yy4EHUs TeHEeaJOTHH 3TOro HapyueHus putMa. Tak, J.Girona et
al.[6] npeactaBuiu 2 cembu ¢ PII, B koTopeix 20 u3 50 yea0BEK UMENN NAPOKCU3MAIBHYIO WU
nocTostHHYI0 popmy DI (mocTynupoBana MOJIENh ayTOCOMHO-TOMUHAHTHOTO THUIIA HACJICIOBAHMS).
R. Brugada et al. [4], uccnenys 6ombiryio cembio ¢ @I, BeIIBUIM TeHeTHUECKUE (PaKTOPHI pUCKa
JnaHHOM maTtosioruu (MyTaruu B 10i XpoMocoMe a TakKe B TEHAX «- U §- aAPEHOPEIIEITOPOB), a
TaKxe cBs3b nonumopdusma mutoxonapuansHoit IHK ¢ passutuem nepsuunoii OI1.



OpHako ciaenyeT OTMETUTD, YTO BCE 3THU UCCIIEI0BaHUS I'€HEANOrMM MEpLaTeIbHON apUTMHH
HAYaJIUCh COBCEM HEAABHO U IIPOBOAMIINCH HA ONMHOYHBIX CeMbsX. He BBIABICHBI KIMHUYECKHE
ocobenHoctH nepsuuHoi @II, He ouepueHbl ee KITMHUKO-aTOreHeTHYECKUue (HOpMBI,
aHaTOMMUECKHUE U AIIEKTPOopU3noIornuecKkue GpakTopsl pucka. He BbIACHEHBI 3aKOHOMEPHOCTH
HaCJIeIOBaHMs JJAHHOM MAaTOJOTUHU a TakKe (PEHOTUITNYECKHE PEAUKTOPHI 3TOT0 HAPYIICHHS PHCKA.

ApHUTMOreHHAasl TUCILIA3UsI MIPABOIO KeJIYA0YKa

AputmorenHas auciuiazus npasoro xenynouka (AIDK) paccmarpuBaercs, kKak ogHa U3 NPUYHH
Pa3BUTHS JKEITYIOUYKOBBIX TAXHOMETPHUI U OCTAHOBKH KPOBOOOPAIIECHHUS Y MOJIOIBIX JIFOJICH ©
OTHOCHUTENBHO 310poBbIM cepaueM. AJIIDK xapakTepusyercs TOKAIbHON WU T€HEPATU30BaHHON
JiereHepalyeid MUOKap/ia MpaBoro Xeimyaouka ¢ mocieayrolei ero GpuiabTpanuent >kupoBoi u
¢Gbubpo3HOI TKaHBIO, YTO MPUBOJIUT K MOSBIICHUIO KEITYT0YKOBBIX TAXUOMETPHUH.

B 1988r. A. Nava u coast. MccrnenoBanu 72 uneHa A€BATH CEMEHN U NMPEATIONOKWIN HAITUUNE
ayTOCOMHOTO JOMHHHUPOBAHHMS C PA3JIMYHOM IKCIIPECCUEH 1 MeHeTpanuei rexa [1,5].
KenynoukoBble apUTMHM PETUCTPUPYIOTCS B BUAE KEITYA0YKOBOM SKCTPACUCTOIMH U TaXUKapHH,
GbubpUIIIALNY Key104KoB. JKenya0uKoBasi IKCTPACUCTONUS WM TaXUKapIusi UMEIOT rpaduKy
Oyokabl JIeBOM HOXKKH Iyyka I'uca. B To xe Bpems BHe3amHasi CMEPTh MOKET OBITh TIEPBBIM
nposieienremM A JIITK.

Cunapom bpyraga

Ocobo crexyet octaHOBUTHCS Ha cuHapoMe bpyrana. B 1992r. 6partes P. u J. Brugada BnepBsie
OTIMCAJTM HOBBIN KIIMHUKO-3JICKTPOKAPAHOTPAPUISCKUN CHHIPOM, XapaKTEPUIYIOITUHCS TTOJTHON
O50Kaoi MpaBoi HOXKKH IyuyKka ['uca u ctoiikoii aneBaruei cermenTa ST B paBbIX TPYIHBIX
oTBelIeHUX. [Ipu 3TOI1 MaTOJIOruy PEruCTPUPYIOTCS MU30/Ibl BHE3AITHOW CMEPTH, OCHOBHAS
NPUYHHA KOTOPBIX - MOTUMOPQHAS KETyJOUKOBAst TAXUKAPAUA ¢ OOJIBIION YacTOTOM
JKETyZI0OUKOBBIX COKpAIIEHUI, MPOBOLUPYEMAs )KEITYTIOUKOBOM dKcTpacucronuei. [Ipuunna
cuHIpoma bpyrana - mepBUUHO «3IeKTpuUecKas 60JIe3Hb», CBA3aHHAs C HEHOPMAaJIbHOU
31EeKTPO(U3NOTOTHUECKON aKTUBHOCTBIO B SMIUKAPE MPaBOTro KelyA04uka, 00yCcIOBI€HHAs
MyTalUel TeHa HATPUEBBIX MOHHBIX KaHAJIOB. /J[0Ka3aH ayTOCOMHO-JOMUHAHTHBIN THUIL
HacnenoBanus cunapoma bpyrana. Cunapom bpyrana pacnpoctpanes B ctpanax KOro-BocTounoi
Asun. B Poccun onucan noka jauiib OKMH CIIy4aid 3TOr0 CHHAPOMA.

Cungpom WPW

Cewmeiinbie cimydau cuanpoma WPW Ot oTMedeHsl psiioM aBTOpoB. P. Zetteerqvist u coasr.
(1978) ormeTnnu €ro NpU3HAKM y MSITH WIEHOB OJTHOM CEMbHU B YEThIpEX MOKoJIeHUsAX. D. Bennet u
coaBt. Habmomanu WPW y 6nusneroB. B.C. Cmonenckuii u coasT. (1988) [2] mpusniexin
BHUMaHHE K (PEHOTHIIUYECKUM OCOOEHHOCTSIM, MIPUCYILUM JIUIaM ¢ CHHApoMoM WPW, -
BOPOHKOOOPa3HO Ipyau, IPsIMON CIIUHE, MIIOCKOCTOINHIO, THIIEPMOOUIILHOCTH CYCTaBOB, BLICOKOMY
(rornueckomy) HeOY, HETIPABUILHOMY MPUKYCY. DTOT CUMIITOMOKOMITJIEKC pacCMaTPHUBAETCS KaK
MPOSIBIICHUE COCAMHUTENbHO-TKAaHHOW nuciuiazuu. Y. @oMHUHOM U coaBT. [2] MOTydeHBI
JI0KA3aTeNIbCTBA HaclienoBaHus cuaapomMa WPW no ayroCOMHO-AOMUHAHTHOMY THIY C BBICOKOM
MIEHETPAHTHOCTBIO.

CuHapOM ¢1200CTH CHHYCOBOT0 y3J1a

HpOLHJIO 60.]166 TpEX I[GCHTI/IJIGTI/Ifl C TOro BpcMCHHU, KOrjaa 6]:1)1 BBIIACJICH B CAMOCTOATCIIBHYIO
HO30JIOTHYECKYIO €AMHUILY CHHAPOM citabocTu cuaycoBoro y3ia (CCCY). C MOMeHTa BBIJCICHUS
9TOIr0 CHHApOMaA MMOABUJIOCH GOHBLHOG KOJIHNYCCTBO pa60T, MOCBAILICHHBIX TAaTOJIOTHUU CHUHYCOBOT'O
y31a, B YaCTHOCTH I'€HEaJIOrMuecKOMY HCCIIeI0OBaHUIO ATOro cuHapoma. Ho ecnu panee ykasaHus Ha
BO3MOXHYIO POJIb HACJEICTBEHHBIX (DaKTOPOB B (HOPMUPOBAHUH ITOT'O CUHAPOMA ONUPAIUCH HA



PE3yNbTaThl UCCIECIOBAHUH JIUITH OTACIBHBIX CEMEH, TO HAMU Ha OOIIMPHOM KIIMHUYECKOM
MaTepuase ObUTH BBISIBICHBI 3aKOHOMEPHOCTH HACJIEJOBaHMSI 3TOT0 CUHIpoMa. Hamu ocMoTpeHo
109 mpo6angoB ¢ CCCY u 309 ux poncrennukoB I u Il crenenu poacrsa. BropuuHoe HakorieHne
CCCY B cembsix coctaBuiio 19,4%, 4To 3HAUUTENIBHO MPEBBIIIAIO YACTOTY B MOMYJISIIIUH T.
Kpacnosipcka, monydeHHyto B Halei KiuHuke, - 0,296%. B cempbsx npobannoB ¢ CCCY naubonee
BBICOKA MOPAKEHHOCTh POJICTBEHHHMKOB | cTenenu poactsa: cectpsl (52,4%), marepu (33,3%),
otusl (80%) [3].

3aboneBaemocts niepBudHbIM CCCY cpenn mpobanmoB, kotopsie coctaBmin 38 u3 109 (34,9%)
MUMeJa OTUYETIIMBO BBIPAKEHHYIO BO3PACTHYIO 3aBUCUMOCTh. OO 3TOM CBUIETENBLCTBYET TOT (DAKT,
yT0 1mouTH 2/3 mpobanoB ¢ nepBuaHbIMU CCCY - 72,67% (28 u3 38) 6putu crapire 50 mer. Cpeaun
POJICTBEHHUKOB MOpaxkeHrne cuHycoBoro y3na (CY) BeIABISLIOCH B O0Jee MoIooM Bo3pacte. Ho
3T0 OBLI, KaK MPaBUII0, KOMIIEHCUPOBaHHBIN WiH JIaTeHTHBIH CCCY, TO ecTh BapuaHT 6e3
KIMHUYEeCKOW MaHU(ecTanuu 3a00JIeBaHNs, KOTOPBIN BBISBIISUICS TOJBLKO IIPH LIEJICHANPABICHHOM
obcnenoBanuu. O4EBUIHO, BO3PACT SBJISICTCS pa3pemiaonmmM GakTopoM sl MaHudecTamu
KIIMHUKO-3JIeKTpoKaparorpaduueckux nposisienunit CCCY.

br110 BRISIBIIEHO BIUSHUE T01a Ha 3a0omeBaeMocThb nepeudHbiM CCCY. B wacTHOCTH, OKa3a10Ch,
yTo cpenu npodanaoB ¢ nepsuyHbM CCCY noutu 2/3 sxenmmuH (24 u3 38 - 61,16%). Cpeau
POACTBEHHUKOB MP0OaH10B opakeHrne CY BBISBISIIOCH TAK)KE MPEUMYIIIECTBEHHO Yy *KeHITUH (78
u3 108 - 72,22%).

[Tpu cpaBHEHNHN 0COOEHHOCTEN TEUEHUS U KIMHUKO-3JIEKTPOKapAHOTrpadUuecKux MposiBICHUN
nepBudHOTo ¥ BTopruHOro CCCY ObUTO BBISBIEHO, YTO KIMHHYECKHA MaHUeCTHpYomas popma
3aboneBanus (nekommencupoBanHbiii CCCY) BeTpevaeTcs 3HaYUTEIBHO Yalle y OOJbHBIX C
nepsuuHbM CCCY (60,53% npu nepsudHoM U 9,86% npu sropuunom CCCY). bonpiast TskecTh
KInHUYeckuX nposisiaeHuit nepsuaHoro CCCY cBs3aHa ¢ TeM, U4TO y 3TUX OOJIBHBIX Yallle
Habmonatorces Takue DK -iposBICHHS 3TOT0 CHHIPOMA, KaKk CHHOATPUANIbHAS 0JIOKaaa, 0TKa3
CHUHYCOBOTO Y3JIa C BHICKAJIb3bIBAIOLIUMHU COKPAILICHUSIMH U3 HIKEJEKAIIUX OTJEI0B aBTOMAaTHU3Ma,
NapOKCU3Mbl MEpIAHUS-TPENeTanus npeacepaui - oOpanuraxucucronnyeckas popma CCCY. D10
CBUJIETENLCTBYET O 00Jiee pacpoCTPaHEHHOM OPaKEHUH MTPOBOSIIEH CUCTEMBI CepAlia
(mopakeHue CHHOATPUATBLHOM 30HBI, IPEICEPINi, ATPUOBEHTPUKYIIIPHOTO COSTUHEHNUS) Y OOIBHBIX
¢ nepBruHbIM CCCY B CpaBHEHUHU C BTOPUYHBIM. V3 BBIIIEU3I0KEHHOTO CIAEAYET, UTO MEPBUYHBIN
CCCY - o710 60ne3ub He Tonbko CY. Bo MHOTHX ciydasx 3TO pacpoCTpaHEHHOE MHOTOYPOBHEBOE
MOpaKEHUE MPOBOISIIECH cucTeMbl cepana. [lo-Buaumomy, 3To Hanbosee TSHKEbIi BapruaHT
MEPBUYHOTO WJIM UJIMONATHYECKOTO MOPAKEHUSI POBOSIIECH CUCTEMBI CepAlia.

ATpPHOBEHTPHKYJIAPHbIE 0JIOKA/bI

Hamu  BbIsBIEHO  ceMeliHOEe  HakolUleHHMEe  3a00jeBaHUS B CEMbsIX NPOOAaHAOB € NEPBUYHBIMHU
aTPHOBEHTPUKYJISIpHBIMU Onokanamu (ABB). Ocmotpeno 158 mpobannos ¢ ABb u 578 ux poxcreennukos I, 11 n 11T
creneHu pozcta. Yactora ABB B ceMbsix mpoOaHIoB ¢ 3T0# maTonorue cocraBuna 14,9%, 4to 3HaYMMO TPEBBIIIAIO UX
4acTOTy B OpraHM30BaHHOH momynauuu r. KpacHosipcka, MomydeHHy0 B Hamlel knuHuke, - 0,54%. OTo noaTBepkaaer
HACJIE/ICTBEHHYIO MPEAPACHONIOKEHHOCTh MEPBUYHON aTPHOBEHTPHUKYJSPHON Osokanpl. CerperallMoHHbIM aHaIW3 B
cembsix c nepBuuHbiMU ABB, xotopsie cocraBmim 108 cemeit u3 158, BbIBUI ayTOCOMHO-IOMUHAHTHBIM THII
HAacJIeI0BaHUs 3a00JICBaHHUSI.

Hamu Obua olieHeHA TSHKECTh KIMHAYECKUX MPOSIBICHUN Y MPOOAHIOB ¢ MEPBUYHBIMU U BTOpUYHBIMU (popmamu ABB.
IIpoGanner ¢ BTOpmuHBIMH (opmMamu ABB wmmeror Ooliee SpKyl0 CHMIITOMATHUKY 3a00JIeBaHMs, OoJiee BBIPAKECHHYIO
KIMHAYECKYI0O KapTHHY (TOJOBOKpY)KEHHE, OOMOpOKH, NpHCTYIsl Mopranpu-Anamca-CToKca, SIBICHHS CepIeTHOM
HEJIOCTAaTOYHOCTH HAOJIOJAIIMCH JOCTOBEPHO Halle y mpobaHaoB ¢ BropuaHbiMu hopmamu ABB). OueBumHo, 9TO TSXKECTH
KIIMHUYIECKUX TMPOSBIICHUN 3a00JieBaHus Y TIpoOaHI0B ¢ BTOpUYHBIME (hopmamu ABB ompenensercs He TOJIBKO YPOBHEM U
PacipOCTPaHEHHOCTHIO MOPAXKEHUS MPOBOSIICH CUCTEMBI CEpJIlla, HO M MEPBUYHOM MATOJIOTHEH CepJeUHO-COCYAUCTON
CHUCTEMBI.

Jlis mpobanoB ¢ nepBruaHbIMA Gopmamu ABB xapakrepHa Goliee jierkasi CTENeHb TIOpaKEHHS aTPHOBEHTPUKYIISIPHOTO
coequHEHUs. Y TpOoOaHIIOB C TEPBUYHBIMH (OPMAMH aTPHOBEHTPUKYISIPHBIX Onokam ABB I cremenm otmedena y



40,74% wn Tombko y 14% mnaumentoB c BTopuuHbiIMH ABB. Ho mucramenas ABB III cremenu, mporHocruuecku
HeOJaronpusiTHas1, ObUla 3aperkucTpupoBana y 66 % nauueHToB ¢ BTopuyHoi ABB 1 Tonbko y 25% narnmeHToB ¢ nepBUYHON
ABB. Takum o0pazom, nepsiuHasi ABB siBisiercsi OTHOCHTENBEHO T0OpPOKaYeCTBEHHBIM 3a00JI€BaHUEM, XOTSl B 3TOW IpyImIe
poOaHI0B BCTpeyanuch U aucranbabie ABB.

JIByCTOpOHHHE NPOrpeccHpyOIHe BHYTPHIKETY104KOBbIe 010KkaabI (0oJie3Hn JleHerpa u Jlepa)

Bonesnp JleHerpa - 9TO TIEpBHUYHOE HEUIIEMHUYECKOE JleTeHepaTHBHOE (KaTbIM(HUIUPYIONIee) ABYCTOPOHHEE
nopaxxeHue BeTBeil myuka ['mca. OHO MpOSBIISIETCS B OCHOBHOM COUCTAHUEM IIOJTHOW OJOKaIbl PaBOM HOXKH Iydyka ['mca
1 OJIOKAJIBI TIEPETHEBEPXHETO Pa3BETBIICHHS JICBOM HOKKH Iyuka ['uca. [Topaxkaer nperMyIecTBEHHO MY>KYHUH MOJIOJIOTO H
cpennero Bozpacta. B 1964 1. J. Lenegre nonoxun pe3ysbTaThl TUCTOJIOTMYECKOTO UCCIE0BAHHS MPOBOMASIIECH CUCTEMBI
cepana 62 MAIlMEHTOB C CEPICYHON OJIOKAION W MPOAEMOHCTPUPOBAT CKICPOICTEHEPATHBHOE MOPAXKCHUE CEplla C
BOBJICUCHHEM TTyuka ['uca y 3TUX OOJIBHBIX.

IIpu Gone3nu JleBa MPOUCXOIMUT TAKOE K€ MOpaKEHHE, KaK W mpu Oosesnu JIeHerpa, HO ¢ 3axBaToM (PHOPO3HOTO
OCTOBA CEep/I1Ia, OPAKAIOIIETO KOJIbIIa A0PTAIHLHOI0 U MUTPAIBHOTO KJIAIaHOB C paCIpOCTPAHEHUEM Ha OCHOBAHUS UX
CTBOPOK ¥ TOJYJIYHHH, IIEHTPabHOES (UOPO3HOE TENO, MEMOPAHO3HBIA OTICI MEXOKEIYI0YKOBOH meperopoaku. Ilpu
0o0onx 3THX 3a00NIeBaHMSIX HAOIMIOMAaeTCS MPOTPECCHPOBAHME IPOIECCa M BO3HUKHOBEHHE CO BPEMEHEM IHCTANIBHOM
(TpEXITyYKOBOM) AaTPUOBEHTPUKYJSIPHOW OJIOKAIbl, KOTOpas OOBIYHO TpeOyeT WMIUIAHTAMN KapIHOCTUMYJISATOPA.
TIpenmnonaraercst ceMeiHbINA XapakTep STUX HAPYIICHUH CEpJCYHON MPOBOAUMOCTH, HO KOHKPETHBIX CIy4aeB B IOCTYITHOU
JUTEpaType MBI HE HAIIUIH.

OnHocTOpOHHUE 100pOKaYeCTBEHHbIE BHYTPHUKEIYI0UYKOBbIE 0JI0KATbI

Hamu nccnenoBano 158 npo6aHI0B ¢ IEpBUYHBIMU BHYTpIoKeTynoukoBbiMu Oiokanamu (BXKB) u 502 nx poxcrBeHHHKA
I, I u 1T crenenu poncrea. CemeitHoe Hakoruienne BXXb cocrasuino 19,53%, 4ro mpeBbINIaeT paclpoCTPaHEHHOCTh ITHUX
HapylIeHWH cepiedHoi mpoBoauMocTd B momynsiun - 1,04%. Cerperanmonssiii anam3 nepBuuHbix BXXB BoBm
ayTOCOMHO-JIOMUHAHTHBIH THIT HACJIEIOBAHUS 3a00JICBaHMSI.

Hamu BriepBbIe BoIsiBICHBI accormarui /D momumopdmsma reHa AIT® n mutoxorapransHoii JJHK B ceMbsix OOJIBHBIX €
HapyIICHUSIMHU CepJIeTHON TPOBOANMOCTH. [loydeHHOe HaMU pacTpenerieHre ajuleneld AeMOHCTPHPYET Mpeodiiaganue
yactoThl D amiens (menenus) B rpymme OOJbHBIX C UAMONATHYCCKUMH aTPUOBEHTPHUKYISIPHBIMU OJIOKAaaMHU Pa3NIHON
crenenu Tsbkectd. B rpynme ABB wactora D amnens - 66%. 910 I0CTOBEpHO OTIMYAETCSI OT YACTOTHI JEJICLUH B IPYIIe
KOHTPOJIS, KOTOpasi COCTaBISET 371ech 56%. B rpymme npobannos ¢ BXKB, HaoOopot, otMeueHo npeobnananue [ amiens
(uHcepuusi) - 65%. ITO NOCTOBEPHO OTIIMYAETCS OT YACTOT MHCEPLIMU B TPYIIIE KOHTPOJIS,, KOTOpast COCTaBIIseT 3aech 44%.

BbuI0 BBISIBIICHO, YTO HAKOIUICHUE y MAIMEHTOB ¢ uanonaTuueckumu ABB amiernst D u renotuna ID, a y OoJbHBIX C
UTMONIATUYCCKUMU  BHYTPIDKEITYJJOUKOBBIME  OJoKazamu ajieniss | w renotuna Il cBUAETENBCTBYET O TOM, 4TO
NPUHAJICKHOCTD K JaHHBIM TCHOTHUIIAM SIBIISIETCS (JaKTOPOM PUCKA JaHHOW MaTOJIOTHH.

CpaBHEeHHE 4YacTOT calWTOB pecTpukuud D merin mutoxoHmpuanbHoit JHK ¢ uaumonaTtmyeckumu HapylIEHUSIMH
CepJeYHOM MNPOBOAMMOCTH M B KOHTPOJIE BBISIBWIO [OCTOBEPHOE TMOBbIIIEHHMEe uvacTtoThl cadta Haelll 16517
mutoxonapuanbHoi JJHK B rpymimne 0onbHEBIX, O0Jiee BRIPAXKECHHOE B CIIy4Yae aTpHOBEHTPUKYJLIPHBIX OJIOKA]]. DTO TOBOPHT O
TOM, YTO MU3MEHEHHSI HYKJICOTUAHOM nocienoBaTeabHocTH B D netie mutoxonapuansHoit JIHK MoryT BiausTh Ha npoueccs
OKHCITUTEIBHOTO (POCHOPUITUPOBAHKS B MUTOXOHIPUSX U PA3BUTUC HAPYIICHUH CEPACYHON TPOBOTUMOCTH.

Cunapom Kepuca-Ceiipa

B mreparype ommcaH psI HAacIEACTBCHHBIX 3a00JICBaHMI W CHHIPOMOB, TIPH KOTOPBIX MOpaKEHUE
aTPHOBEHTPUKYIIIPHOTO COSANHEHHUS SIBIIIETCS OTHAM W3 CUMITTOMOB JaHHOI maTojorud. B wactHOCTH, cuHapoM KepHca-
Cefipa BKIIOYaeT MHOIATHYECKYI0 O(TAIBMOIUICTHIO, MUTMEHTHYIO [ETCHEPAlMIO CeTYaTKH M IPOTPECCHPYIOILYI0
aTPHOBEHTPUKYJIAPHYIO OJIOKagy BIDIOTH MO IIONHOM TMoOmepedHor Onokamsl. BeIBmsrorcs Oonplime — Ieriernwu,
JIOKAJIM30BaHHBIE B PA3IMUHBIX Y4acTKax MUTOXOHApuaibHoM JJHK

Boaesns Kypmmana-IlTeiinepra-barrena

Knuamueckass kapTWHa XapaKTepU3yeTCs COYETAHHEM MHOTOHHYECKHX CHMIITOMOB, MBIIIEYHBIX aTpoduw,
BEreTaTHBHBIX HAPYIICHUH, aTPUOBEHTPUKYIAPHBIX OJIOKAJ pa3IMIHBIX cTeneHei. Hagamo 3abomeBaHms OTHOCHTCS KO
2-3-My IECATWICTHIO JKW3HM. TedeHme 3a00JeBaHMSA MEIUICHHO IIPOTPECcCHpYIOIiee, IiepenaeTcs II0 ayTOCOMHO-
JIOMUHAHTHOMY THUITY C HETIOJTHOH IMEHETPAHTHOCTHIO. 3a00JIeBaHNEe CBA3aHO C MATOJIOTHEH 19-1 XpOMOCOMBI.

Takum oOpa3oMm, B HACTOSIIEE BPeMs MOXKHO BBIJCINTH TPYIITy IMEPBUYHBIX HAPYIICHHH CEPIACYHOTO pUTMA M
NPOBOAMMOCTH. JTH 3a00NIeBaHMsl PA3MYAOTC MEXIy Co00i 1Mo OCOOCHHOCTSM TEYEHHMST W 3aKOHOMEPHOCTSIM
HacienoBanus. Ho oOBeIUHSACT MX MEPBUYHBIN XapakTep 3a00JCBaHMs, OTCYTCTBHE CBSA3U 3a00JICBaHHS C MOPAKCHUCM
MHOKap/ia ¥ KOPOHAPHBIX COCYIOB U BO MHOTHX CIIy4asiX CCMEHHBIH XapakTep 3a00JIcBaHHUS.

3HaHHS O HACJICIOBAHHUU CEPACYHBIX APUTMUMN, 3aKOHOMEPHOCTSAX MX HACICIOBAaHHS OCOOCHHO BaXKHBI JUISl CEMEHHOTO



Bpaya. OTU 3HAHUA HCO6XO,HI/IMI>I JUTA TPOTrHO3UPOBAHUS BOSHUKHOBCHUS PA3JTMIHBIX apI/ITMI/Iﬁ Y 4JICHOB ceMeit 0OJILHBIX
C apUTMUAMU C LECIIbIO Oosee PAHHETO UX BLISIBJICHUSA U CBOCBPEMCHHOI'O JICUCHUS.



