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The results of examination of patients with atrioventricular blockades aimed to reveal genetic determinants are

presented.
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B nuTepatype nMeroTcst oTieNbHbIE COOOIICHNUS O TOM,
YTO HapyIeHUs BHyTpucepaeuHoii mposogumocty (HBCIT)
B psiJie CIy4aeB MOTYT BBI3BIBATHCS IEPEAAIOIINMUCS 10
HacJIeICTBY aHOMAJIMSIMH B CTPOCHUH IIPOBOJISILCH CHCTe-
MeI cepana [ 1, 2]. [lepBoe coobmeHme o ceMeitHo hopme
HapyUIeHUH BHYTPHCEPACYHON MTPOBOIUMOCTH OBLIO Clie-
JaHo B 1966 . L.Monaete, orucaBIiuM CEMbIO, B KOTOPO
Marts u Tpoe ee geteid umenu HBCII [7]. Cemelinble cityuaun
HBCII ommucansr Taxke Y.Truchioka [5] u D.A.Rubin [4].
OnHako B IOCTYITHON HaM JIMTepaType HE BCTPETUIINCH OITH-
CaHWsI HAaCJIEACTBEHHBIX (JOPM N30JIMPOBAHHOTO MOPAXKEHUS
aTPUOBEHTPUKYJIIpHOTO y31a (AB).

[lenpro HacTosmel pabOTHI SBMIIOCH U3YYEHHE BO3-
MOJKHOCTEH M 3aKOHOMEPHOCTEH HaclieZJOBaHHUS aTpUO-
BEHTPHUKYJSIPHBIX OJOKaJX B CEMbSIX C M30JUPOBAHHBIM
nopaxenuem AB y3na.

MATEPUAJIBI 1 METO/IBI.

beuio mpoBeneHo cemeiiHoe obOcnenoBanue 42
6osbHBIX ¢ AB Onmokamamu). AB Ookana 1 crernenu Obuia y
32 manueHToB, 2 CTENeHH - y Tpex yenoBek u AB Grokana 3
CTETICHH - y 7 YeloBeK. Y Bcex manueHToB AB Onokazs! 2 u
3 crenenu ObuIa poKcUMaibHON. Cpe/in HUX MY>KYHH ObLIO
23, xenuH - 19. Bo3pact mpobaHmoB ObLT B peenax oT
5 o 60 net (cpenuuii Bo3pacrt - 43,3 + 0,84.).

O6cnenoBano 158 poncTBEHHUKOB ATHX OONBHBIX [ 1
II crenienu poacTea. Beem o0ciiemyeMbIM IPOBOIUIICS KITH-
HUYECKUH ocMoTp, cTaHaapTHas DKI, 3xokapAnOCKOMHS.
VY psipa OONbHBIX MPOBOJAMIACH YPECHUIIEBOAHASI CTH-
MYJISIUST TPABOTO TMPEJACepAns U KopoHaporpadus.

PE3YJBTATHBI U UX OBCYXJIEHUE.

N3 158 poacreennukos y 62 (39,1%) umenncs pas-
JIMYHbIE HApyIICHUS BHYTPUCEPICYHOH MPOBOANMOCTH
(puc.1). brokana neBoit HOXKHU yuka [wmca Obuia 3ape-
ructpupoBana y 11 6onbHbIX (7%), CHHIPOM yKOpOYEH-
Horo mHTepBana PQ - y 6 manuenrtos (3,8%), cunapom
c11ab0CTH CHHYCOBOTO y3JIa BBISIBICH Y 3 POJCTBEHHH-
koB (1,9%), nosnast 6;10kana mMpaBoil HOXKKM Iydka ['mca
-y 1 6ombrOTO (0,6%), HEMONHAS OJIOKAIA IPABON HOKKH
myuka ['uca - y 7 genosex (4,4%).

Hamubormee gacto y poiCTBEHHHKOB BEISBIsIach AB
6smokana. Ona Obuta 3aperucTpupoBaHa y 34 4enoBex
(21,5%). D10 3HAYMTENBHO MPEBHILACT HOMYISAINOHHYIO
gactoty AB 6mokans (0,09% 1o JaHHBIM HaIIeH KIMHAKHA)
1 TIOJITBEP>K/1aeT 3HAYMMOCTh HAaCJIeICTBEHHON IIpe/Ipactio-
JIOKEHHOCTH B ATHOJIOTUH U TTaTOreHe3e 3adoseBanust. Cpen-
HHH BO3pAcT OOJILHBIX POJICTBEHHUKOB - 38,74 + 0,96. Cpen-
HUH BO3pacT OJIN30K K TAKOBOMY Y 0OCIJI€IOBAaHHBIX HAMU
poOaHIoB.

C nomornsto hopmyisl JIeBuHA ycTaHABIMBACTCS THIT
HAaCJIeJJOBAaHNS OIIPEIeTICHHOMN ITATOJIOT UK - MOHOTCHHbIN HIIN

5(10) 6(11)
7()

1%

8% 9%

4(34)
27%

] 1(86)
2(3) 439%
2%

Puc. 1. Hapywienus eHympucepoeunoil npogoouMocmu y
POOCMEEHHUKO8 RPOOAHO08 C AMPUOBCEHMPUKYIAPHLIMU
onoxaoamu: 1 - 300poevie poocmeennuxu, 2 - o10xaoa npa-
6out Hoycku nyuka Tuca, 3 - nenonnas 6nokaoa npagoi
Hoorcku nyuka T'uca, 4 - ampuosenmpukynsphsle onoxa-
obl, 5 - onokada neeoii nodcku nyuka I'uca, 6 - pernomen
yKopouennozo PQ, 7 - cunopom cnabocmu cunycoseozo yna.

nonureHHbId. dopmysia JIeBuHa UMEET CIIEAYIOLIUMI BU:
D=n xn*/n*xn,(1)
TJIE: N - 9MCII0 POJCTBEHHMKOB | cTemenn pojcTsa, n, - Ymc-
7o poxctBeHHHKOB Il ctemenm poxctBa, n* - 4mciIo pom-
CTBCHHUKOB, UMCIOIIINX TaKOH e MPHU3HAK, KaK y IpoOaH-
nma (HBCII). [To maHHBIM HAIIETo UCCIICIOBAHUS:
D=112x10/52x46 =0,468
Ecim nony4erHsIi cornacHo popmyne JIeBuHa k03¢-

© C.10.Hukynuna, B.A.Illynsman, 10.B.Bopothukora, I'B.Martoum, .A . Meanunkuii, M.1.Tankun, JI.B.Baxosa.
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¢unnent npessimaet 0,23, TO 3TO yKa3bIBaeT HA MOHOTCH-
HBII THI HACJIeI0BAaHMS 3a00JICBAHUS, UTO M ITOATBEPXK/Ia- | |
eTcsl HalllMMHU IAHHBIMU. 1

B mccnenoBanum ObIT MCHOJIB30BAH CTATHCTHYEC-

KMi MeTox XaKKMaHa JUIsl OLICHKHM CPaBHUTEIBHOM uac- 38 ser

TOTHI TTOPAYKEHHOCTH TPOBOASAILICH CUCTEMBI Y JIMI pa3- -_

Horo mousa [3, 8]. C moMombio ¢popmynbl XaKkKMaHa / 5

BBIYHCISIETCS KOI(PPUIUEHT, KOTOPBIH TpHU 3HAYCHUU

menee 1,045, uckiouaer npeobiasaHue MCCIeLyeMOro 13 ner 10 et 14 ner

NpHU3HAKA Y JIMIL Onpe/ieeHHoro nomna. ®opmyna Xak- Puc. 2. Pooocnosnas cemovu A.: O - 300poswiit

KMaHa HMECT CIICAYIOIIHH BHIL: myscuura, O - 300posas yncenuyuna, W - Gonvnoii
Ko =n*xn,/nxn?* myscuuna, @ - 6o1bHAA HCCHIWUNHA, CIDPETKOT

TJe N, - TPYIIa My)KYHH, N, - TPYIIA XKEHIMH, n* - KO- YKazan npooand, umetowjuii AB-onoxaoy I11

JIMYECTBO JIMI, HECYIINX Ha cebe MCCIIeayeMblid TIPH3HAK cmenenu.

B rpymie. Takum o0Opa3oM, B HallleM ciydae:
Ku=30x19/23x32=0,88

[ToxazaHo, 4TO MOPAKEHHOCTh MY>KUMH M JKEHIIUH  CJIEACTBEHHBIMHU NMPOKCHMaIbHBIMU AB Onokamamu c 1e-
JTAHHBIM 3200JICBAaHNEM MOYKET CUMTATHCS OJMHAKOBBIM, TAK  JIbIO BBISIBJICHUS] OCOOCHHOCTEH TEYCHUSI K CKOPOCTH IPO-
Kak IOJICYMTaHHbIH Ko3(punnent Xakkmana paseH 0,88. I'PECCHUPOBAHUS ITUX OJIIOKAI.

[TpuBomuM npumep ceMbu ipodaHa, FoHOoImH 13 JeT,

. BBIBO/IbI.

¢ AB Onokanoit 3 crerenu (puc. 2). Ero Opar, 10 net, u
Marb, 35 net, Takxke uMmenn AB Onokany | crenenn. Oc-  1.BbIABIEH BapraHT NEPBUYHOTO MHOIIATHYECKOTO 1TOpa-
TaJIbHBIC JOCTYTTHBIC 00CIIEI0BAaHHIO POJCTBEHHUKH 3/I0PO-  KEHHUS Cep/lla - M30JIMPOBAHHON aTPHOBCHTPHUKYJISIPHON
Bbl. Takum 00pa3om, Mo JaHHOH POIOCIOBHOM MPOCIEKU-  MPOKCUMAIbHOM OJIOKAIbI.
BaeTCsl FeHEeTHYECKas JeTePMHUHUPOBAHHOCTD 3TOro 3a00- 2. BeIcokast yacToTa BCTpe4aeMOCTH JaHHOM MaTOJIOTHH
JICBAHMS. Yy POJCTBEHHUKOB BBISIBIICHHBIX OOJIBHBIX CBHJIETEIb-

Wrak, BbICOKas 4acTOTa HACIEACTBEHHBIX popM AB  CTByeT 0 reHeTHYeCKOH JeTepMUHNPOBAHHOCTH IAHHOTO 3a-
0710Ka/1 yKa3bIBaeT Ha EJIECOOOPA3HOCTh MCCIICAOBAHUS  OOJICBAHMA.
ceMel TPy prcKa ¢ MOMOIIBIO MOMYISIIHOHHOTO reHea- 3. Mamonmarudeckass aTpHOBEHTPUKYIApHas OJiokana
JIOTUYECKOT'0 METO0/1a, YTO MO3BOJIUT 3a0JaroBpeMEHHO  HMMEET MOHOTCHHBIM THIT HACJIeJOBAHUSI.
BBISIBUTD JINI], TIPEAPACIIONIOKEHHBIX K JaHHOH maroso- 4. [IposiBneHns 1aHHOW MAaTOJIOTMH HE CBSI3aHO C ITOJIOM
run. JlanpHelmas 3aj1ada HAIIETo NCCIIEJOBAHMS - IPOBE- W SIBIISICTCS] MPEPOraTHBONW MOJIOZOTO BO3pacTa.
JICHUE MPOCTICKTUBHOTO HAOMIONEHHS 32 OOJNIBHBIMM C Ha-
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UJIMOITATUYECKHE ATPUOBEHTPUKYJISIPHBIE BJIOKA J1bl. KJIMHUKO-T'EHETUYECKHWI AHAJIN3.
C.IO.Huxynuna, B.A.Illynoman, IO.B.Bopomnuxosa, I B.Mamiowun, 3.A. Usanuyxuu, M.1.I anxun, JI.B.Baxosa.

Ha ocHoBanuu o0cienoBanust cemeii 42 mpoOaHI0B ¢ HANOMATHYCCKUMH aTPUOBCHTPUKY/ISIPHBIMU OJI0KaaMH yC-
TaHOBJICHA TeHETHUYECKAs IETEPMUHUPOBAHHOCTH ATOM MaToioruu. Mauonarndyeckasi arpuOBEHTPUKYIISIPHAs OJTOKaa MMEeT
MOHOTCHHBIH TUII HacACIOBaHUs. 3a00JICBAHUE HE CBSI3aHO C ITOJIOM, MK MaHU(ECTAIlMU TPUXOIUTCS HA MOJIOI0H BO3-
pacrt.

IDIOPATHIC ATRIOVENTRICULAR BLOCK. CLINICO-GENETICAL ANALYSES.
S.Yu.Nikoulina, V.A.Shulman, Yu.V.Vorotnicova, G.V.Matyushin, E.A.Ivanitcky, M.I. Gankin, L.V.Vahova.

Examination of the families of 42 probands with idiopathic atrioventricular blokades demonstrated a genetical
determination of this pathology. Idiopathic atrioventricular blockade is characterised by monogenic type of inheritance.
The disease is not gender related and its peak is related to a young age.
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