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Hens. Omnpenenuts pojib MEAMKO-TEHETUYECKOTO KOHCYJIBTUPOBAHUS B AMATHOCTUKE HANMEHee M3y4eHHOTO
CHHIIpOMa TIPEXICBPEMEHHOTO BO30yKaeHUs keaynoukoB ([1B2K).

Marepuan u Metoapl. BrImorHeHO MeAMKO-TeHeTUYeCKOe KOHCYIBTUPOBAaHNE U TIPOCTIEKTUBHOE HAOMIONCHNE
B riepuon 19731 — HacTosiiee BpeMs B ceMbsiX 36 60JIbHBIX ¢ cMHApOMOM Boibda-ITapkuHcoHa-Yaiita ¢ o6ce-
noBaHUeEM 222 WX POACTBEHHUKOB U B ceMbsix 40 6onbHbIX ¢ cuHapoMoM Kiepka-JleBu-Kpucrecko ¢ obcneno-
BaHUeM 227 UX pOACTBEHHUKOB.

Pesynsrarel. Hamnune henomena [1B2K y ponctBenHukoB [-1V cTeneHn poacTBa paciieHUBaIM KaK ITPOSIBJICHUE
HACeICTBEHHON MPEeApacoNoXKeHHOCTH K HapyLIeHUSM CEpPAeYHOr0 pUTMa W MOKa3aHWe JJIsl TTPOBEACHMUS
MpodUIAKTUIECKUX MEPOTIPUSITUI BOSHUKHOBEHUST apUTMMUIL, B T.4. AJIeKTpOKapauorpabuieckoro oocienona-
Husl. OHM BKITIOYAIU B ce0s1 perysipHble OCMOTPBI TPAKTUYECKU 3M0POBBIX POACTBEHHUKOB He pexe | pasza
B MMOJITO/a, a 3aTeM | pa3 B rofi C CUXOTepareBTHIecKuMuy OeceaMu o MU3MEHEeHUIo 00pa3a XXu3Hu. B Teuenne
TPUILIATUJIETHETO Tleproaa HaOMIOACHUS 32 CeMbSIMM 00JIbHBIX ¢ cuHApoMoM [1B2XK npu cobnogeHun pexko-
MEHJAIUI 110 3M0POBOMY 00pa3y KU3HU POACTBEHHUKU OOJIbHBIX HE MPEIbSBISIA KaKUX-TU00 Xajnod 1 cum-
Tau ceds MPAaKTUUECKH 3M0POBBIMU JTIOAbMU.

3akimouenne. MeanKo-reHeTUYeCKoe KOHCYJIBTUPOBAHUE — HauOoJiee UyBCTBUTEIbHBI METON TUATHOCTUKU
cunapoma [1B2K, a obiienoctynHble TICUXOTEpaneBTUYECKEe MEPOIIPUSITUSI, HATIPaBIEHHbIE HAa COXpaHEHUE
3710pOBOT0 00pasza XU3HU MO3BOISIIOT poAacTBeHHUKaMU [11-1V mokosieHrst ocTaBaTbCsl 3MI0POBBIMM.

Karouesnie ca06a: ciHIpOM TIPEKIEBPEMEHHOTO BO30YKICHUS KETyIOIKOB, MEIUKO-TEHETUIECKOE KOHCYTBTH -
poBaHue, IepBUYHas MpodUIaKTUKa apuTMU, HacienoBanue cuuapoma Bonbda-Tlapkuncona-Yaiita.

Aim. To assess the role of medico-genetic counseling in diagnostics of the insufficiently explored premature ven-
tricular complex (PVC) syndrome.

Material and methods. Medico-genetic counseling and prospective follow-up (1973-present) was performed in the
families of 36 patients with Wolf-Parkinson-White (WPW) syndrome (222 relatives examined), and in the families
of 40 patients with Clerc-Levy-Cristesco (CLC) syndrome (227 relatives examined).

Results. PVC phenomenon in I-1V line relatives was regarded as a manifestation of hereditary arrhythmia predis-
position and an indication for preventive measures, electrocardiographic assessment included. Healthy relatives
were examined at least every 6 months, then once per year, including psychotherapeutic counseling on lifestyle
modification. During the 30-year follow-up period, PVC patients’ relatives complying with healthy lifestyle rec-
ommendations did not have any complaints and regarded themselves as healthy persons.

Conclusion. Therefore, medico-genetic counseling is the most sensitive method for PVC syndrome diagnostics.
Widely available psychotherapeutic counseling on healthy lifestyle facilitates the healthy status maintenance in I11-
IV-line relatives.

Key words: Premature ventricular complex syndrome, medico-genetic counseling, primary arrhythmia prevention,
inheritance of Wolf-Parkinson-White syndrome.
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I Qomunal, ... Meduko-eenemuueckoe KOHCYAbMUPOBAHUE U NEPBUHHAS NPOPUAAKMUKA APUMMUL...

Pa3BuTre KapaAuoa0ruu B MOCIEAHUE NE€CATUIETUS
MPUBEJIO K BBISIBJICHUIO TE€HETUYECKUX MapKepoB Ha-
CJIEICTBEHHO OOYCJIOBJAEHHBIX CUHIPOMOB [JIWHHOIO
uHrtepBana QT, bpyraabl, cemMeliHbIX caydyaeB (pudpui-
nsarun nipencepauii (PIT) [17]. Cpenn HanmeHee U3-
YUYEHHBIX OCTAeTCS CUHAPOM MPEXIEBPEMEHHOTO BO3-
oyxneHust xenynmoukoB (I1BXK), BcTpevawomuiics
B 0,15—3,1 % B 0oOLIei momysauyu [1].

Bo3HUKHOBEHUE KIMHUKO-3JIEKTpOKapauorpadu-
yeckoro (OKT') cuHapoma CBSI3bIBAIOT C CYILIECTBOBAHU-
€M JIOTIOIHUTENbHbIX TTpoBoasaux myteit (JII1IT) B Buzae
nyukoB Kenra, [Ixxetimca, Topensi, Benkebaxa, bperaH-
Mailia, BOJIOKOH Maxeiima. Mi3ameHeHue anekTpodusno-
Jormyecknx (DMP) CBOICTB 3TMX aHOMAJIBHBIX TPAKTOB
¥ TpoBozsIIel cucteMbl cepaua omnpenessier SKI Buapt
cunapoma [1B2XK: ot mapumanbHoro cunapoma I[TB2K
C HaJIMYKMEM BOJIHBI JIe/IbTa Ha BOCXOJSILIEN YacTu 3yOLia
R, cunapoma kopotkoro PR<0,12 Mcek 10 kiaccuyecko-
ro cunapoma Bonbd-ITapkuHcon Yaiira (BITY); mocto-
STHHBIE, TPAH3UTOPHBIE, CKPBITHIE (DOPMBI, @ TAKKE TIOSIB-
JIEHWEe TPUCTYIIOB Yallle HAIKETyJTOUYKOBBIX U PexXe Xe-
JIy[IOYKOBBIX apuTMuii [2,3].

MHorosieTHee MpOoCIeKTUBHOE HaOII0IeH e 00J1b-
HbIX ¢ cuHApoMoM TTB2XK 1 ux poacTBeHHUKOB caenain
HEOOXOAUMBIM TPOBEACHUE MEIUKO-TeHETUYEeCKOTro
KOHCYJIBTUPOBAHUS C UCTOJb30BAHUEM OCHOBHBIX
MPUHLIMIIOB, U3JIOKEHHBIX B TuTeparype [7—9].

Menuko-reHeTUYeCKOe KOHCYJIBTUPOBaHUE OOJIb-
HbIX ¢ cunapomoM I1BXK mpenycmarpuBaet cocraiie-
HUE, U3yuyeHUEe POIOCIOBHON CEeMbU, paccrpoc
u ocMotp, DKI' u axokapauorpaputo (BxoKT') y pon-
ctBeHHUKOB [-IV crenenu ponactsa [14]. B pabote py-
KoBoacTBoBanuch kputepusmu BO3 1980r, mo korto-
pbiM cuHapoM T1B2XK nuarHoctupoBaics npu HATUYUU
HapyluIeHU cepAevyHOro putMa, a (peHoMeH — Koraa
oHu otcytrcTBoBanu. CyllectBoBaHue GeHoMeHa
u cunapoma [MBXK pacueHuBanu Kak nposiBJieHUe K-
HUYECKOro noaumopdusma [4—6].

C uenblo wusydyeHusi cunHapoma I[IBXK Obuin
BBIMIOJTHEHBI MEIUKO-TeHEeTUYeCKOe KOHCYJIbTUPOBA-
HUE U MIPOCIeKTUBHOE HabmoaeHue ¢ 1973r no Hacto-
siiiee BpeMsi B ceMbsix 36 GOJIbHBIX ¢ cuHaApoMoM BITY
c obcinenoBaHueM 222 pOACTBEHHUKOB M B CEMbSIX
40 6onbHBIX C cuHapoMmoM Kitepka-JleBu-Kpuctecko
(KJIK) ¢ obcaemoBaHreM 227 poacTBeHHUKOB [15,16],
pacrnpeieseHue KOTOPbIX IO MOJY U MOKOJEeHUSIM
npeacTaBaeHo B Tabauuax 1 u 2.

Cungpom u peHomeH I1BXK, a TouHee Hamuuue
OIITI, BnepBble ObUIM AUArHOCTUpPOBaHBI Yy 32 %
(n=72 u3 222) obcnaenoBaHHbIX POACTBEHHUKOB [-1V
cTeneHeit: cpeau HUX cuHapoMm BITY — y4 (1,8 %),
cungpom KJIK — y 12 (5,4 %), denomen KJIIK — y 56
(25 %) poACTBEHHUKOB.

B a1ux cembsix cunapom u deHomern [M1BXK 6buin
BBISIBJICHBI BriepBbie ¥ 36 % (n=82 u3 227) ob¢caenoBaH-
HbIX poacTtBeHHUKOB [-1V cremeneit ponctBa; y 17
(7 %) obnapyxen cunapom KJIK, y 60 (26 %) — deHo-
meH KJIK, ay 5 (2 %) — denomen BITY. Hecmorps

Ha TO, YTO Y pOACTBEHHUKOB 00bHbIX B [II 1 IV moko-
JICHUSIX ObUTM IMAarHOCTUPOBAaHbI (P)eHOMEH U CUMHIPOM
BITY, HukTo 13 00caeayeMblX He oOpalaics K Bpady
MO MOBOY HapYILIEHWI CepIeYHOTO pUTMA.

MHorosieTHee UccaeaoBaHre MPOJeMOHCTPUPOBa-
Jio HachnenoBaHue cuHapoMa ITB2K mo ayrocomHo-10-
MHUHaHTHOMY TUITy ripu cuHapome BITY 10 0,94 (94 %),
a nipu cuaapome KJIK mgo 1,0 (100 %). Knuamaeckumii
noauMopdusm HacienroBaHus LTI B ceMbsix 00JbHBIX
¢ cunapomom [1BXK mposiBisiics Hanmuuvem dheHoMme-
HoB BITY u KJIK, ¢ cunagpomamu BITY u KJIK — Bo3-
HUKHOBEHUEM pPa3JIWYHbIX HAPYIIEHUWM pUTMa cepaua
B TpeJesiax oaHoi pomocioBHoi [13].

BosbHbIe ¢ MapoKcu3MalbHbIMU ApUTMUSIMUA UME-
JIM 0OJIbIIOE KOJUUYECTBO Kajod, HEPEJKO COMPOBOXK-
MAOIIUXCS BUTAJIBHBIM CTPaxoM, MO3TOMY CUHAPOM
T1B2K BocipuHuMaJcs maueHTaMu Kak Cepbe3HOe CO-
MaTU4YecKoe CTpajaHue, a Oaukailiue poacTBEHHUKHU
MalveHTOB ObUTUM UHAYLIMPOBAHbI SIPKOI KIMHUYECKO
KapTuHo# npuctynos aputmuu [10,11]. O6HapyxeHMne
denomena [1BXK y poacteenHukos I-1V creneneii poa-
CTBa pacLEHMWBAIM KaK MPOSBJICHUE HACJIEACTBEHHOM
NpeapacnoOXKEHHOCTU K HapylIEHUSM CEpPAECYHOTO
putma [12] v moka3zaHue sl MpoBeaeHus mpoduiak-
TUYECKUX MEPONPUATUIN BO3HUKHOBEHUS apUTMUA,
B T.4u. OKI obcnenoBanusi. OHU BKJIIOYAIU B cedsl: MO-
BTOPSIOIIMECS OCMOTPBI MPAKTUYECKU 3T0POBBIX POJI-
CTBEHHMKOB HE peXe pa3 B IMOJITOJa, a 3aTEM pa3 B IOl
¢ NCUXOTepaneBTUYECKUMU OecenamMy Mo U3MEHEHUIO
obpaza XM3HU, HEeJOMYCTUMOCTU BPEIHBbIX MPUBbIUEK
Yy MNOAPOCTKOB U JAeTeil OOJIbHBIX, pEeKOMEHAALIUSIMU
10 3aHSATUSAM CIIOpTOoM [16].

B TeueHue TpuauaTuieTHEro nepuoaa Hadae-
HUS 32 ceMbsIMU 00JbHBIX ¢ cuHapoMoM TTB2XK nipu co-
OJIIOAEHUM PEKOMEHIALIMIA 110 310POBOMY 00pasy >Ku3-
HU POJICTBEHHUKU OOJBHBIX HE MPEIbSBISIN KaKUX-
J60 Xanod U CUUTAIU ceOs MPAKTUYECKU 3M0POBbIMU
JIIOJIbMU.

B kauecTBe mnpumepa MPUBOAUM KJIMHUYECKUI
ciydait 6onbHoro I., 53 net, aucnaHcepHoe HabJoae-
Hue 32 roaa.

I[I/IaFHO3 — HapyleHud puTtMa cepaua: aTpMOBECHTPUKY -
nsgpHast (AB) 6sokana 11 crerienu nociie onepaiuu AeCTpyK-
LUK JOMOJIHUTEJbHOTO mpoBonsiero mydka (27.01.1983r)
10 MOBOJAY MapOKCU3MaJIbHON HAIKETYIOYKOBON Taxukap-
nuu (ITHT) Ha ¢pone cunapoma IMBXK (Tpan3utopHast ¢opma
cunapoma BITY tun B, nocrosinHast hopma cunapoma KJIK).

W3 ucropuu 3a6osneBanus u3BectHo, uro [THT Bo3HuK-
naB 19 net (02.1973r), o nMoBoLy KOTOPOU JIEUNJICSI B TOCITH-
taje. [pabuueckoe M300paxeHUE MCTOPUM OOJIE3HU Mpem-
CTaBJIEHO Ha PUCYHKE 1.

[Mpuctyner [THT noBropsuiick 3 pa3a B TeueHue 6 Mecsi-
LeB U TnpojaoKaiuch 5—10 MUHYT, KyNUpoBaauch pediiek-
TopHbIMU criocobamu. 09.1973r — npu obcyiefoBaHUM B TOC-
nutane 1o nooay ITHT ObL1 auarHoCTHpoOBaH TOH3WUJUIUT
W TIpou3BeJieHa TOH3WLIAKTOMUs. B rmocneaytomue 3 roga
OTMEUEHO YyuallleHUe MPUCTYNoB Jio 2—3 pa3 B Mecsll, ac
23 et — 1o 2—3 pa3 B HEelEJ10; OHU BO3ZHUKAJIU ITPU CUJIIbHOM
BOJIHEHUU U 0e3 BHHHMOﬁ NPUYUHBI. KpaTKOBpCMCHHbIC
TIPUCTYIIbI KYIITMPOBAJIUCh saﬂerKoﬁ JbIXaHusd, a IIpu MHO-
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Tadommma 1
Pacnpenenenue odciienoBaHHBIX POACTBEHHUKOB 00JbHBIX ¢ cuHApoMoM BITY no nosy v mokojaeHusM
TTokonenue TToxn xxeHckuit TTon myxckoii Bcero
I mokoneHue 1 2 3
11 mokonenue 22 30 52
I11 nokoneHue 45 55 100
1V nokonenue 26 41 67
Bcero 94 128 222
Tabmuma 2
PaCHpeHCHeHI/IC O6CJ'I€,Z[OB3HHLIX POOCTBEHHHUKOB OOJILHBIX C CMHIPOMOM KJIK no 10J1y 1 TIOKOJICHUAM
TTokonexnue ITon xeHcKuii ITon MyxcKoit Bcero
I mokosneHue 5 1 6
11 moxonexue 32 23 55
111 nokonenue 49 48 97
IV nmokonenue 33 36 69
Bcero 119 108 227

ro4acoBbIX MPHUCTYIAX YCIEIIHO MTPUMEHSIIUCH BHYTPUBEHHO
(B/B) cHauana 0,5 1, a 3aTeM 1 r HOBOKaHaMK/1a BMECTE C HO-
paIpeHaJIMHOM WA Me3aTOHOM, WHOINA CUHYCOBBIA PUTM
BOCCTaHaBIMBAJICS BO BpeMsl pusndyeckoit Harpy3ku (OH).

C 01.1978r npucTynbl cTaau MPaKTUYECKU €XKETHEBHBI-
MM, B CBSI3U C YeM ObLI TOCIMTAIU3UPOBAH B KapAHOXUPYP-
ruyeckoe otaeiaeHue BKHII AMH CCCP (pykoBoauTtesb —
npodeccop C. C. Ipuropos) Ha 6aze 20 'Kb. B otneneHuu
00JIbHOTO O0CJIeA0BaIM, BKJIIOUasi UCCAEIOBAaHUE LIEHTPasb-
HOI TeMOIMHAMUKH, TIPX 3TOM BCe ITOKa3aTe/IM HaXOIWINCh
B Ipejenax HopMbl. Benospromerpuyeckas rnpoda noarsep-
Inja BBICOKYIO TojepaHTHOCcTh K ®H (T®H), aputmuu
He Ob10. Bo Bpemst BHyTpucepaeuHoro D@ uccienoBaHus
(BDU) o6HapyXeHO HapyllleHHe pUTMa Cepilia, TMarHoCTh-
pOBaHHOE KaK Mauonatudeckas popma xeryn109KOBOM Taxu-
Kapauu.

HecmoTtpst Ha mosydeHHbIe pe3yiabratel DPU, nmpomon-
JKaJIM HacTauBaTh Ha Haauuuu y 6osibHoro ITHT ¢ aGeppauu-
eil KeJaymouyKOBBIX KOMILUIeKCOB Ha (oHe cunHapoma [TBXK.
B teueHue roga 0OJIbHOM CaMOCTOSITEILHO B aMOYJIaTOPHbBIX
yeaoBusix Kynuposai Bce [THT pednekTopHbiMu criocobamMu
WM MEKCUTUJIOM, a MHOTIA COYeTaHUEeM TOTO U JAPYroro.
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Puc. 1 Tpaduueckoe n3o0paxkeHue UCTOpUU 00sIe3HN 60bHOTO I
50 net ¢ cunapomoM BITY.

10.1979r — moBTOpHO ObLT rocnuTaauM3upoBaH B 20
I'KBb . MockBbl. [Ipu obciienoBaHuu BriepBbie ObLI JMar-
HocTupoBaH, Hapsiny ¢ cunapomom KJIK, nmponarnc 3agHeit
CTBOPKM MMTPabHOro KjarnaHa. [TOBTOPHO BBIIOJHEHHAas!
BeJIodproMeTpuueckast rnpoda mMouHoctbio 150 BT He BbI-
3Bajia MOSIBJICHUSI apUTMUM U TIPU3HAKOB UILIEMUM MUOKap-
na. Jdns kynupoBanus ITHT ycneirHo npuMeHeH U30NTUH
B Bo3pacTarlieil pa3oBoii o3¢ 5-10 mr, 4To TakxXe paciie-
HUBaJM KaK MpPOsIBJIeHUE TOJepaHTHOCTU K Hemy. C 3Toro
BpeMeHU 3abosieBaHue xapakrepusyercs ydamieHuem [THT,
yBeJIMYEHUEM €€ MPOAOXKUTEIbLHOCTU > 2—3 4acoB, BO3-
HUKHOBEHUEM Kapauaiaruu. [IpucTymnbsl apuTMUKM M Kapau-
aJirMy BO3HMKAaJIM, KaK IPaBWIo, 0€3 BUAMMON MPUYMUHBI.
C 1enpio npoduIakKTUKU apuTMUKU OOJIbHOMY ObLI Ha3Ha-
yeH HoBokanHamu 2 r/cyT. [lonbiTKa KypcOBOIro Je4eHUs
150 Mr/cyT. BepollnmMpoHOM oKa3ajach MajiodhheKTUBHA —
MPUCTYIbI ADUTMUU TIPOIOJIKATIUCH.

C 1980r nocne ycnemHoro B/B BBeaeHust 450 Mr Kop-
JapoHa B TeUYEHUE NBYX JIET JIEUWJICS ITUM IperapaToM B
no3ax 200-1000 mr B Hemelo ¢ MepepbiBOM B IpUeMe Jie-
kapctBa. C 10.1982r, Hecmotpst Ha npuem 600-800 Mr/cyT.
kopaapoHa ITHT crana peuwauBupoBath 2—3, a MHOrAa
4—5 pa3 B Hexeo. B cBSI3u ¢ eXXeaHEBHO pelUIUBUPYIO-
weii [THT noBropHo rocnuranusupoBaH B 20 KB, rae
00JIbHOMY ObIT Ha3HAYeH pUTMUJIEH B 103¢e 0,6 T per 0s, o1~
HAKO IPUCTYNbl ApUTMUM TPOIOJIKAIU COXPAHITHCS.
B 1983r HacTynui nepuoa, koraa OblIM MCYEpIIaHbl BCE pe-
3epBbI (papMaKoTeparuu.

27.01.1983r 0Go0JbHOI OBLT YCIHELIHO MPOONEepUpPOBaH
akagemukoM B. M. [llymakoBbIM, BBINIOJHEHA YJILTPa3ByKO-

Puc. 2 PopocnoBHas cembu 60onbHOrO I, 53 ner (11, 3) ¢ cunapo-
moM [MB2XK. ducnaHcepHoe HabmoneHue 32 rona.
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Bas nectpykius AI1IT B ycioBUsIX MCKYCCTBEHHOTO KPOBOOO-
patenust. [Tocne onepauuu Ha DKI" AB 6okana I11 crenenu
¢ putmoM 60 ymapoB B MuHyTy, T®H xopomas. C 1983r
M0 HaCTOsII1Iee BPeMsI CAMOYYBCTBUE OOJbHOIO OCTAETCs XO-
pomuM. [TpUCTyIBI HEPUTMUYHOTO CepAIIeOMEeHUs] OTCYTCT-
BYIOT, octaeTcs Bhicokass TOH. OtmaneHHbIe pe3yIsTaThl Mo-
cJie onepaluu OLeHUBAIOTCS KaK XOPOIIIUE.

B teueHue 32-1eTHero HabJIONEHUS 32 ceMbeil 00Jb-
Horo I. (II, 3) y Tpex poACTBEeHHUKOB ObLI OOHAPYXXEH CUH-
npoM I1B2XK, yto nmpeactaBineHo Ha pucyHke 2. [Ipu menu-
KO-TeHeTUYeCKOM KOHCyabTupoBaHuu dheHomeH KIIK ObL1
BoisiBiieH y chiHa A. (III, 6), muemsaHuunbl FO. (111, 3)
u BHYyuku WM. (IV, 4). Ilo pesyapbratam OxoKI B Bo3pacte
6 ner y coiHa A. (III, 6) Obl1 IMAarHOCTUPOBAH IIPOJIAIIC
MUTpaJbHOrO KJjanaHa, HO npu noBTopHoit DXxoKI B Bo3-
pacte 22 jieT mpoJjarnc oTcyTcTBoBas. biaromapst codmtone-
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