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Peztome. B Hacmosweii pabome enepsvie HA KIUHUKO-CEHEMUUECKOM
mamepuane  8blAGIEH HNPUPOCH HACIEOCMBEHHOU OMIALOUeHHOCMU CUHOPOMA
crabocmu  cunycogozo ysia 6 cemvsx e. Kpacmospcka 3a 15-nemnuti nepuoo
HAOI00eHUS.

Knrwoueesvie cnoea: cumnopom crabocmu CuMyco8o2o y3id, HACAIEOCMBEHHAs
OMA2OU€HHOCHb, NPUPOCTL.

['eHeTHYECKUIT MOHUTOPUHT SIBJISIETCSA OJTHUM M3 COBPEMEHHBIX MTOJX0/I0B B
OIICHKE BIUSHUSA (DAKTOPOB OKPY’KAIOIICH Cpebl HAa HACIECICTBEHHOCTh YEIOBEKa U
IIPOTrHO3MPOBAHUE MYTAIIMOHHOIO IIpoLiecca. B TeueHne JIuTeIbHOro BpEMEH!
MCIIOJIb30BAJIMCH PA3HBIE METO/IbI CIICKEHUS 3a YUCIIOM BHOBb BOZHUKAIOIINX
MYTaIMi: «CTOPOXKEBHIE» (PEHOTHITHI, XPOMOCOMHBIE aHOMAIIUH, My TaIlUH,
BBISIBJISIEMbIE HA OMOXUMHUYECKOM ypoBHE. OJTHAKO B IPOBEACHHBIX HCCIICIOBAHUSIX
HE MOJIYYEHO HAJI)KHBIX PE3YJIbTATOB, @ HOBBIE METO/AbI IByXMEPHOTO
anekTpodopesa U NMPSIMON aHAIM3 CTPYKTYPhI TEHOMA B MOIMYJISIIMOHHBIX

HCCIICAOBAaHUAX OKa33aJIMCh SKOHOMUYCCKH HCIIOCUJIbHBIMMU.

[loaToMy Ha ceroaHsIIHUA JeHb pPaOOThl € JaHHBIMH MEIULMUHCKHUX
YUYPEKACHUM — aHaau3 JOKYMEHTOB (PETPOCIEKTHBHO) WIH CHELUalIbHas
peructpauus (IPOCHEKTUBHO) — OCTaeTcs HaubOojee JOCTYNHBIM METOJA0M
U3Yy4YEeHUS JUHAMUKY HACJIEACTBEHHOM OTATOIIEHHOCTH NOITYJISUI YeJIOBEKa.

Cunapom cnaboctu cunycoBoro yzia (CCCY) — 3To opraHudeckoe,
HeoOpatumoe nopaxkenre CY U HIKENeKaIUX IEHTPOB aBTOMAaTU3Ma,

npuBosmiee kK cHmkeHno YCC. [lepBble KITMHUYECKUE OMMCAHUS O00JIC3HH



CHHYCOBOT'O y3JIa IIOSABUJIMCH BCKOPE Mocie ero oTkpeITus B 1907 rony ctyneHTom
A. Keith u ero yunrenem M. Flack [5].

A. Cohn, T. Lewis [3] B 1912r. ommucanu OOJBHOTO C MapPOKCU3MaAMHU
MEpLaHus MNPEACEpPANd, KOTOpbIE 3aKaHYMBAJIUCh ACUCTOJMEH C IPUCTYIAMH
Mopransu-Anamca-Crokca. B 1916r. S. A. Lewine [8] onucan cuHOaTpUaIbHYIO
onokany (CAB). D. Short B 1954r. Beinenun cunapom Opaau-taxukapauu (CBT)
[11].

MHorumMu aBTOpaMu OMMUCHIBAJIACH POJIb HACIEACTBEHHBIX (DAKTOPOB B

BO3HUKHOBeHUU U pazsutun CCCY.

R. Spellberg B 1971r. [12] onucan ceMbio, B TPEX MOKOJICHUSIX KOTOPOU
MPOCIICKUBATIOCH HACIEAOBaHNE CUHIpOMa OOJIbHOTO cuHyca. bonbHas 41-neTHsis,
ee 65-1eTHsAA MaTh U YETBEPO JeTeil B Bo3pacte oT 13 1o 20 net cTpaganu 1aHHbIM
3a00JIeBaHUEM.

Cewmeiinblie crydaun 6one3nu CY onmcansl B. Livesley et al. (1972) [10] u R.
H. Lhoyd - Mostyn u et al. (1977) [9].

Bonbias cembs ¢ qucyHKIMEH CUHYCOBOTO y371a B TPEX MOKOJICHUSX ObLia
omucana H. Lehmann, U. E. Klein (1978) [7]. Y npobanna, 37-1€THEH KESHIUHBI,
3a00s1eBaHUE TIOSIBUIIOCH BHE3AITHO, MOCIIE POJOB U MPOSBUIOCH MPUCTYIAMU TaXH-
u Opagukapauu. [IpucTymnsl Taxukap Uy TPOBOIUPOBAIMCH SMOITMOHATHHBIMA
CTPECCOBBIMU CUTyaIMsiMU. 3a00eBaHue 0OHAPYKEHO enie Y 9 poJacTBEHHUKOB (5
KEHIWH 1 4 My>X4rH). HEKOTOphIC YICHBI TOM CEMbH YMEPJIN BHE3AITHO 10
HEU3BECTHBIM MPUINHAM, YTO MOKET KOCBEHHO CBHJICTEITLCTBOBATh O HAIMYUHU Y
HUX MMATOJOTUU CUHYCOBOIO y37a. [IpociexuBanach siBHASL CBSI3b MEXKIY
apUTMUSMHU U YMCTBEHHOU OTCTaJIOCThI0. DTUMU aBTOPAMH BhICKa3aHa ruroTesa oo
ayTOCOMHO-JTOMUHAHTHOM THII€ HACIEAOBaHUS JUCPYHKIIMNA CHHYCOBOTO y3Jia B
ITOM CEMBE.

J. Kiriyma et al. (1979) [6] onucanu nBe ceMbu: B IEPBOil HacCIEeA0BaNIACh
CUHOATpuaIbHas 0JI0Kaaa ¢ CHHYCOBOM Opaaukapaueii, Bropas cembsi — ¢ CCCY.

HHuTepecHo, 4YTO Cpear YIE€HOB BTOPOM CEMbHU ObLI 26-JIE€THUI My 4HHA C



cunaapomom Bonbda-Ilapkunacona-Yaiita (WPW), ¢ mapokcuzmamu pubpusiisimm
MpEeACEPANN.

B 1989 r. na EBponeiickom cbe3fie kapauosioros A. Kalos et al. [4]
npencraBmin qoknan « CeMeHblid cuHapOM ciaboro cunycay. B cembe u3 15
4eJI0BEK ObLIO MTPOBEICHO KIMHUYECKOE, dIIEKTPOKapAHOrpapuiecKkoe,
nabopaTtopHo — reHeTraeckoe oocnenoBanue. Hacnencrsenusiii CCCY Ot
ycTaHOBJIeH y 4 OpaTbeB B Bo3pacte 40 — 57 neT, TpouM U3 HUX OBLIT
MMIUIAaHTUPOBAH Kapaunoctumysarop. OHa cectpa ymepiia B BO3pacTe 3 MECSIEB.
Oren ymep B Bo3pacte 75 J€T OT CepAeUHOro npucrymna. PogocioBHas 3Toil ceMbH,
COTJIACHO JAHHBIM aBTOPOB, YKa3bIBaja Ha ayTOCOMHO - TOMUHAHTHBIA THII
HacieoBaHus. DTuMu aBTopamu nipu uccieaoBanuu CCCY BrnepBbie ObLTH
MIPOBEJEHBI CIIELUANIbHbIE TEHETUYECKUE UCCIIEIOBAHUS: ONPEICIICHHE KapUOTHUIla U
nzydenne HLA — antureHoB y 4eToipéx OpaTheB. MccnenoBanue kapuoTumna He
MOKa3a710 U3MEHEHHUE YKCia WIK CTPYKTYPhI XpoMocoM. Takke He ObLIOo
oOHapyxeHo cBsa3u mexay HLA — cucremoit u Hacnencrseaasim CCCY [4].

Beyer et al. B 1993 roay onucanu cembio, B KOTopoi 10 — JeTHUN MalIbUUK U
ero 20 — neTHssA cecTpa uMenn GuOpMIUISIIIO Ipeacepauii, Opagudopmy. Ha
perpocnekTuBHbIX DKI™ Obuta 06HapyxkeHa cuHycoBas Opaaukapaus. Ux orel, nex
U nipabady1ika uMenH MogoOHYI0 MaToJIoruio [2].

[TonoOHas ceMbst onMchiBaiachk mo3auee Bertram et al. B 1996 rony. ¥V
npobanaa B Bo3pacte 10 yiet Obuta 3aperucTpupoBaHa OpajauKapaus cpasy mnocie
POKIEHUS, a TI0 JOCTIKCHUIO UM 16 MecsIieB BIEpBbIe OblIa 3aperuCTPUPOBAHA
bubpuwsuus npeacepauii. CTpyKTYpHBIX CepACUHbIX 1e(PEeKTOB 0OHAPYKEHO HE
obu10. bosHOMY B Bo3pacte 10 net nocie 0OMOpPOKOB, 00YCIOBIEHHBIX
BBIPOKEHHOW Opaaukapauei, OblI HMIUTAHTUPOBAH AJIEKTPOKAPIUOCTUMYIIATOD. Y
TpeX ero poJICTBEHHUKOB C JAETCTBA OblIa KOHCTATHPOBAaHA MIUONATHYECKas
Gubpusanus npeacepauii. ¥ Bcex 4JeHOB CeMbHU OblIa 3aperucTpupoBaHa

BBICOKasl cTeneHb AB — 611okaapl 1 n3menenne uaTepBanga ST [1].



Bce 3tu uccnenoBanus SIBISIOTCA €IMHOBpEMEHHBIMU. OUEHb PEAKO B
autepatype npociexuBarorcsa cembu CCCY B TMHAMUKE, MOSABIEHUE HOBBIX
cityyaeB 3a00JIeBaHUs B 3TUX CEMbSIX, YXYIICHUE WIH YIyUIIEHHE COCTOSTHUE
OOJIBHBIX.
[lenp nccnenoBaHusi OLEHUTh MMPUPOCT HACIEICTBEHHON OTATOIIEHHOCTH CHUHIpOMaA
c1aboCTH CHHYCOBOTO y37a B ceMmbsix T. KpacHospcka 3a 15-metHuii mepuof
HAOJIIOICHHUS.

MarepuaJjibl M1 METOABI

Hactosmee wuccrnenoBanue ObUTO TPOCHEKTUBHBIM. W3 0a3bpl  JaHHBIX
kadenpel Tepanmuu Nel 3a 1990 rox Obutm otoOpanHbl 29 ceMel, MMEIOIIUX
nepBuuHbIid, HacaeacTBeHHbIM CCCY. Cpenu 29 npobanaoB 0bu10 19 sxeHiuH u 10
MY>KUWH, CpeqHUuH Bo3pact coctaBmia 52,31 £ 1,62 (ot 26 no 61) ner. Kpome Toro,
oocnenoBano 113 ux poncrBenankoB I, I1 u Il ctenenu poacrea (68 sxeHmuH u 45
MYK4HMH), CpeAHUIN Bo3pacT ux pasusuics 37,91 + 1,48 (ot 10 no 83) ner. Ilpupoct
HACJIEICTBEHHOW OTSATOLIEHHOCTH MPOCIIEKUBAIICS Y POJCTBEHHUKOB MPOOAH/IOB.

Bcem mnpobGangam u ux poxcreennukam I, II, III cremenu pojactBa ObLIO
IIPOBEJICHO KIMHUKO-UHCTPYMEHTAJIbHOE HCCJENOBAHME: KIMHUYECKUH OCMOTP,
ANEKTpoKapauorpadus, BEIOIPTOMETPHs, XOJITepoBckoe MoHuTopupoBanue OKIT,
aTponuHOBass Mpoba, 3NEKTPOYU3UOIOTHUECKOE UCCIEeI0BaHUE (YPECIUIIEBOIHAS
CTUMYJISILMSA JIEBOTO Mpeacepaus A0 M IOCIE MEIUKAMEHTO3HON BereTaTUBHOMU
OJIOKaJIbI ), IXOKAPINOCKOIUS, KapAUOpUTMOTpadus.

Jlnst cratucthuueckoil 00pabOTKM Marepualia HCMOJb30Bajach Mporpamma
«Statistica Biostaty. Jlns cpaBHeHHMs TOJYYEHHBIX CpPEJHUX IOKa3aTeseu

IIPUMEHSIICST KPUTEPUM JOCTOBEPHOCTH paznnuui t Pumepa — CrprogeHTa, a
OTHOCHUTEJIBHBIX BEJTMYUH, BBIPAKEHHBIX B IIPOLIEHTAX, HCIIOJIb30BaH KpUTEpU Y2 .

Pe3yabTaThl U 00Cy:KIeHHE



Cpenu poactBeHHUKOB B 1990 rogy CCCY 6bu1 BoisiBieH y 55 (37 xeHuuH u 18
MYK4HMH) 4yesioBek u3 113 oOcieayemsbix, cpeHU BO3pacT ux cocraBmi 45,38 +

1,88 (ot 10 no 73) ner.

Cpenu xxenmud B 1990 roay nanbonbimii yaenbHsiii Bec CCCY nabmogancs
B Bo3pacTe oT 50 1o 59 ner — B 43,24% cnydaeB, a cpeid My>KYMH YJEIbHBIN BEC
JaHHOW Tatoioruu Obul oaumHakoB B Bo3pacte oT 30 g0 39 u ot 40 mo 49 ner u
coctaBist 27,78%.

B 2005 roxy rpynma o6GcnemoBaHHBIX cocTosiia u3 14 (4 myxuwasl u 10
YKEHIIIMH) MpoOaHI0B, CPpeAHUN BO3pacT mpobdaHioB coctaBuia 64,93 £+ 0,15 (ot 41
no 76) ner u 156 ux poACTBEHHUKOB (68 MyXYWH U 88 IKEHIWH), CpeIHUN
BO3pacT, KoTopbix 061 39,53 + 0,13 (ot 2 110 86) JeT.

Cpenu poactBenHukoB B 2005 roxy CCCY 6bu1 BoisiBieH y 80 (45 XSHIIUH U
35 My»X4uH) YeJIOBEK, cpeAHuM Bo3pact ObL1 46,26 + 2,06 (oT 5 10 86) mer.

Cpenu xenumuan B 2005 roay HauOonbmmii ynensHbii Bec CCCY
HaOmomancs B Bozpacte ot 50 g0 59 ner — B 37,78% ciyuaeB, a cpeau My>KYUH
yAENbHBIN BEC TaHHOM MaTojoruu ObL1 HauOoNbIKUM B Bo3pacte oT 20 a0 29 ner u
coctaBisi 28,58%, 9TO CBUACTENBCTBYET 00 OMOJIOKEHUHU JAaHHOU IMaTOJIOTHH.

Yacrtora 3aboneBaemocth CCCY B cembsax 1. KpacHospcka B 1990 .
coctaBmina 48,6% (55 6onapHbix CCCY wu3 113 poacCTBEHHUKOB), YTO 3HAYUMO
npeBblano ux vactory B nonyisiiuu r. Kpacnosipcka (0,0296%). B 2005 rony
ceMeliHoe HakoruieHue 3adosieBanus pocturio 51,2% (80 6oneabix CCCY u3 156

POJICTBEHHHUKOB) (Tabm. 1).



Tabnuya 1

Cemeitnan azpezauus cuHOpoOMa c1adocmu cUHyco8o2o y3ia 3a 15 — nemnuii

nepuoo.
Poncteen- Yactora BcTpeuaeMocTu OOJIbHBIX CHHIPOMOM CI1a00CTH P12
HUKH CHUHYCOBOTI'0 y3J1a Cpelid BceX 00CelyeMbIX pPOACTBEHHUKOB
1990r.(1) 2005r.(2)
Bce Koinu- [Ipouent Bce Komu- | IIpouent
ro YeCcTBO | OOJBHBIX ro YeCTBO | OOJIBHBIX
poacT | 0oJib- | POJACTBEH- | POJACT- | OO0Jib- | POJACTBEH
BEHH HBIX HUKOB BEHHHU | HBIX -HUKOB
UKOB | POJCT- KOB | POJCT-
BEHHHU- BEHHHU-
KOB KOB
bpart 11 5 45,45 8 3 37,50 p>0,05
Cectpa 23 18 78,26 15 15 100,0 p<0,05
CblH 13 5 38,46 12 9 75,0 p<0,05
Houb 17 10 58,82 19 11 57,89 p>0,05
Martb 4 4 100,0 2 1 50,0 p>0,05
Bayk 6 3 50,0 19 8 42,10 p>0,05
Bnyuka 11 1 9,09 27 6 22,22 p<0,05
IIpaBHyK 2 1 50,0 5 | 20,0 p>0,05
IIpaBHyuKa 0 0 0 4 | 25,0 p<0,05
[InemsiHauk | 9 1 11,11 21 11 52,38 p<0,05
IInemsaanma | 13 3 23,07 21 11 52,38 p<0,05
Oreny 3 3 100,0 2 2 100,0 p>0,05
Hsins 1 1 100,0 2 | 50,0 p<0,05

Ilpumeuanue: paznuuus no ucciedyemvim noxazamensim 6 1990 u 2005 eodax paccuumansi ¢
2
UCNONb308AHUEM KPUMEPUSL Y~ .
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CecTpsbl BHy4ku MpaBHy4kK MnemMaHHMUbI Hoyepwm Matepu
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prvzeltaﬂue: pasiudus no ucczzedyeMblM noxkasamejiam paccuumaHnbl ¢ UCNONIb306AHUEM KPpUNMEDPUA XZ .
Puc. 1. Cemetinasn acpecayus cunopoma ciabocmu CuHyco8o2o y3ia 3a 15 — iemnuii nepuod Habaro0eHUull cpeou Ul HCeHCKO2o
noaa.
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Kak Bugno u3 tabnumpsl 1 u pucynka 1, B cembsix mpobanmoB ¢ CCCY
OTMEYEH JOCTOBEPHBIN MPUPOCT 3a00JeBaHUS JTAHHOW MATOJIOTHEH Cpeau JIUII
skerckoro nona I, IT u Il crenenu poxactsa: cectep ¢ 78,26% no 100%, BHyUek
9,09% no 22,22%, npaBHyuek 10 25 % — B 2005 roay ¢ oTCyTCcTBHEM 3a00JIeBaHUS
B 1990 rony, maemsinuui ¢ 23,07% no 52,38% — k 2005 rony.

Kpome Toro, HanboJibiiiee KOJTUYECTBO MOPAKEHHBIX OTMEUEHO CPEAU JIHI
YKEHCKOT0 1oJ1a, TakuxX Kak cectpol 10 100% u miemsiHauLb 10 52,38%.

N3 tabnuupl 1 u pucyHka 2 BHUIHO, YTO OTCJIEKEH JOCTOBEPHBIA MPUPOCT
3aboneBanust cpenu yuil Myxckoro noja I u IIl cremenu poncTBa: ChIHOBEH ¢
38,46 % no 75% u nnemstnaukoB ¢ 11,11 % no 52,38% B 2005 roxy.

B kauectBe mnpumepa CEMEMHOW OTATOLICHHOCTH NPUBOAUM OJIHY W3

obclieryeMbIX HAaMU CEMEH.
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Puc. 3. Pooocnosnas cemovu 1990 200.
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OOJILHOM ¢ CUHAPOMOM CJIa00CTH CUHYCOBOTO y371a

D Gonbnas c CUHAPOMOM CJIa00CTH CUHYCOBOTO y371a

3A0poBad

O
D 310POBBI

B nannoii cembe B 1990 rogy 6bu1 BeisiiieH CCCY 'y npobaHaa, ero Marepu u
msiu. K 2005 rogy mpoucxonut cemelrinoe HakoruieHue 3aboneBanus: CCCY
BBIABJIEH y Opara, IVIEMSHHUKA U JOYepH ITpodaHa.

Bpar npobanna 46 net xxanobd He npeabsasisul. [locne kIMHUYecKoro ocMoTpa

N HHCTPYMCHTAJIBHBIX I/ICCJ'IGI[OBaHI/Iﬁ OBLI BEICTABJICH AUAarHo3s: CI/IHI[pOM ciaabocTu

CUHYCOBOTI'O y371a. JIaTeHTHBIN BapyaHT.

[InemsaHMK mpobanma, 19 net xanob He npeawsaBiswl. [locne kIMHUYECKOTO
OCMOTpPa U MHCTPYMEHTAJIbHBIX HCCIIE0BaHUN ObUT BbICTaBlieH aAuarHo3: CHHIpoM

ciabocTu cuHycoBoro y3na. KomneHcupoBanHblii BapuaHT. bpanucucronnueckas

dbopma.



Jous npobanga, 17 ner xanod He npeabsBisiia. [locne kmuHMYecKkoro
OCMOTpa M MHCTPYMEHTAJIbHBIX MCCIIEI0BAaHUM ObLT BHICTaBIIEH [uarHo3: CUHIpOM
cJ1a00CTH CUHYCOBOTI'O y371a. JIaTeHTHBII BapyaHT.

Taxum o6pa3om, yacrora 3aboseBaeMoct CCCY B ceMbsix T. KpacHospcka
2005 roay cocraBuna 51,0% (80 Gonbubix CCCY u3 156 poACTBEHHUKOB) MO
cpaBHenuto ¢ 1990 rogom — 48,6% (55 6oapubix CCCY u3 113 poACTBEHHUKOB),
YTO 3HAYUMO MPEBBINIAN0 UX 4acTOTy B nomyJisauuu r. KpacHosipcka (0,0296%). B
cembsix mnpoOannoB ¢ CCCY oOHapyKeH IOCTOBEPHBIA MNPUPOCT 3a00JIEBaAHUS
JJAHHOM TMAaTOJIOTMEW Cpeau JIMI KEHCKOoro moja: cecrep ¢ 78,26% no 100%,
BHyueK ¢ 9,09% no 22,22%, npaBuyuek 10 25 % B 2005 rogy ¢ oTcyTCTBUEM
3aboneBanus B 1990 roay, muemsuaul ¢ 23,07% no 52,38% — k 2005 roxy. Takxke
OTMEUEH JIOCTOBEPHBIM NPHUPOCT 3a00JEBaHUSA CpPEIU JIMIl MY>KCKOTO TMoJja:
ceiHOBeM ¢ 38,46 % no 75% u nemstHaukoB ¢ 11,11 % no 52,38% — B 2005 rony.

INCREASE OF INHERITED BURDEN SICK SINUS SYNDROME IN

FAMILIES (15 YEARS)
A.A. Chernova, S.YU. Nikulina, V.A. Shulman
Krasnoyarsk state medical academy named in honour of V.F. Vojno-

Yasenetskij

The increase inherited burden of sick sinus syndrome (Krasnoyarsk, 15

years) was revealed on the basis of clinical and genetic material.
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