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BBEJAEHUE

[Tocnennue necaTuneTus 03HaMEHOBAJIMCH OOJIBIIMMHU YCIIEXaMU B IMArHOCTUKE
U JICYCHUU CEPACYHBIX apUTMUWA. TeM He MEHee, CEpIICUYHbIE apUTMUU OCTAIOTCS
BOKHEHIIIEH MEIUIIMHCKON M colMayibHOM npoosiemoit. Tonbko B CIIIA BHe3amHas
apuTMHUecKasi CMepTh HacTUTaeT exeroaHo 6ojnee 400000 uenoBek. B MeHee pas3Bu-
TBIX CTpaHax 3Ta mpodsema sSBIseTcs eue 0osee yrpoxarome.

Ha ¢one Bneuatnstomumx TOCTIKEHU HEMETUKAMEHTO3HOW Tepamnuu apuTMUH,
HaOIIOAaeTCsl OYEBHIHBIN KpU3HUC B oOmactu (papmakoTepanuu U (hapMakooruye-
CKOHM MPOQUIAKTUKH HAPYIIEHUHN cepaedHoro putMma. Kiaccuueckue ucciie1oBaHus
CAST-1 u CAST-II noka3zanu, 9T0 ONACHBIN apUTMOTEHHBIN A((HEKT aHTHAPUTMUYE-
CKHX TPEnapaToB 3a4acTyIO MPEBBINIACT UX aHTHapuTMuueckuii a¢dext. Bee ato nme-
JAeT aKTyaJbHbIM JaJIbHEHIIEEe U3YYEHUE ITUOJIOTUU U MaTOreHe3a apUTMU, UCClie-
JIOBaHUE MOJIEKYJISIPHBIX OCHOB HApYIIEHUW CEPACYHOTO pUTMA, BO3MOXKHOCTEH Ha
OCHOBE IMOJYYEHHBIX 3HaHUI OoJiee 1eJieHalPaBICHHOM, «TOUEUHO» Tepanuu.

CepaeuHble apUTMUUA MOXHO pa3/ieinTh Ha 2 OOJbIIME TPYIIbI: TIEPBUYHBIE U
BTOpUYHBIC. BTOpUYHBIE apUTMHM SIBJISIIOTCS MPOSBICHUEM WM OCJIOKHEHUEM Pa3iiny-
HBIX KapJAHAJIbHBIX U HEKapAHAJIBHBIX 3a00J€BaHUIN U, MPEXKIE BCEro, TaKUX PacIpo-
CTpaHEHHBIX MYJHTU(AKTOPHAILHBIX 3a00JIeBaHUN KaK HIlIEMUYECcKas OOJIE3Hb Cep/iia
U apTepuaibHas runepTonus. K nepBUYHbBIM apUTMHUSM OTHOCATCS TaKUE apUTMUU, KO-
TOpBIE HE CBSI3aHBI C KAaKUMHU - JIUOO 3a00JieBaHUSIMUA. B mpoucxoxkieHun no KpaiHen
MEpEe YaCTH U3 HUX OTYETIUBO MPOCIICKUBAETCS HACTIEICTBEHHBIN KOMIIOHEHT.

Cpeau nepBUYHBIX apUTMHI HEOOXOIMMO BBIJICIIUTD MPEXKJIE BCErO TaK Ha3bIBae-
MbIE MOHOTE€HHbBIE APUTMHUU. ITO APUTMHH, STUOJIOTUS KOTOPBIX YETKO YCTAaHOBJIEHA U
OMpEIEAETCS MyTallue B OAHOM K3 reHoB. K TakuM apUTMHUSIM OTHOCATCSI CUHAPO-
MBI YJUIMHEHHOTO W KOpoTkoro unrepBasioB QT, cunapomsl bpyrana, moaumopdHoit
KAaTeXOJIAMUHIPTUYECKON TaXUKapAUH, ApUTMOTEHHOW TUCIIA3UU MPABOTO KETy104-
ka. K MOHOT€HHBIM apUTMUSIM MOXHO OTHECTH TaK)Ke HaclIeJICTBEHHbIE (DOPMBI CHH-
apoma WPW. Bce 3t 3a00JieBaHusl HACAEAYIOTCS 110 MEHJEIEBCKOMY THUITy. 3a IO-
CJIETHHE 2 NECITWIETHs JOCTUTHYT OTPOMHBIN Mporpecc B ux n3ydenuu. Ho BcTpeya-
10TCsl OHU OTHOcUTeNbHO peniko (ot 1 Ha 10000 o 1 Ha 200000 Hacenenus).

Hapsiny ¢ MOHOTE€HHBIMU apUTMHSIMU UMEETCS OOJBIIOE KOJIMYECTBO MEPBUY-
HBIX apuT™Muid (puOpuIIAIHS Ipeacepanii, CHHAPOM CIab0CTH CHHYCOBOTO y37a, aT-
PUO-BEHTPUKYJISIPHBIE Y BHYTPHKEITYJOUYKOBBIC OJIOKAABI U Jp.), KOTOPBIE TaKKe HE
CBS3aHBl C KaKUMHU - JIUOO OINpEACICHHBIMU 3a00JICBaHUSIMU, U UMEIOT SBHYIO Ha-
CJIEICTBEHHYIO TIPeIpacnoyiokeHHOCTh. Ho reneanorus v reHeTuka 3Tux 3abolieBa-
HUW UCCJEN0BaHbl B MEHBILIEH CTENEHU, XOTSI U MHTEHCUBHO U3Y4YalOTCA B IOCIIEHEE
BpEMsi, B TOM YMCJIC U B HALIEH KJIMHUKE. Y UUTHIBASI TOPa30 OOJBIIYIO pacipocTpa-
HEHHOCTh 3THUX apUTMUN B CPaBHEHHHM C YKAa3aHHBIMH MOHOTE€HHBIMH apUTMUSIMU,
aKTyaJIbHOCTb JTAaHHBIX UCCIIEJOBAHUN HE BBI3bIBAET COMHEHUSI.

HeobxoaumocTh maHHOTO 1MOCOOMSI, ¢ HaIEH TOYKHU 3pEHUs, OOYCIIOBIICHA TEM,
YTO, HECMOTPS Ha BIICUATIISIONINE TOCTHKEHUS U OOJIBINION UHTEPEC K MpodemMe re-
HEAJIOTUN U T'€HETUKU CEPJCYHBIX apuTMHil, B Poccuu 10 HACTOSIIIErO BPEMEHU HE
myOJMKOBAIUCH PAa0OTHI, B KOTOPHIX ObUTH ObI 00OOIIEHBI JaHHBIC dTUX HCCIIEI0BA-
HUM U JOCTYKEHUH. [10 HEKOTOPBIM CHHApPOMaM, HaIpUMeEp, MO0 CUHAPOMY KOPOTKO-
ro QT, myOnukammu B pOCCUNCKON TUTEpaType OTCYTCTBYIOT.



B naHHOM y4eOHIO- METOJUYECKOM MOCOOMM MPEACTABIEHBI HE TOJIBKO COBpE-
MEHHBIE JIMTEPATypPHbIE JaHHBIE 110 TCHEAJIOTUH U T€HETHKE CEPACYHBIX apUTMHUIA, HO
Y JJaHHBIE, ITOJIyYEHHBIE 32 IIOCIIEIHEE JECATUIIETUE B HALIEH KIMHUKE. OTH UCCIIENO0-
BaHUs MPOBOJAWIMCH HAMHU B coTpynHuuyectBe ¢ Tomckum HMU menummHckon rese-
Tuku (aupextop - akageMuk PAMH B. I1. Ily3sipeB) u HoBocubupckum HUU tepa-
nuu (aupektop - wieH-koppecnonienr PAMH M. U. BoeBopa).

1. KAHAJIOTATHUHA (QJEKTPUYECKHUE BOJIE3HU CEPALIA).

B mocnennue roapl Oblna BeIENEHA TPYIIa HACIEICTBEHHBIX apUTMUMN, B OC-
HOBE KOTOPBIX JIKAT MyTallMK B TeHaX OCJIKOB MOHHBIX KaHAJIOB cepjna. PesynbTa-
TOM ATHUX MYTallMil SBISIETCS HapylIeHHe (QYHKIIMA COOTBETCTBYIOIIUX MOHHBIX Ka-
HAJIOB W CBS3aHHOE C 3TUM W3MEHEHHE MPOJODKUTEILHOCTH U KOH(HUTypamuu mo-
TEHIIMajda JACHUCTBUS MUOIUTOB. KIMHUYECKMMHU MPOSIBICHUSMHU STUX 3a00JICBaHHIMA
SBIstOTCS cnenupuueckue n3MeHeHus:s Ha DK 1 BO3HUKHOBEHHE TSKEIBIX JKU3HE-
YTPOKAEMBIX CEPJICUYHBIX APUTMHUI C BBICOKOM YaCTOTOM BHE3aIHOM CMEpTH. Xapak-
TEPHON 0COOEHHOCTBHIO ATUX 3a00JIEBaHUH SIBISIETCS OTCYTCTBUE CTPYKTYPHBIX U3MeE-
HeHuM B MuoKapje. [loaTomy OHM MOJlyyniv Ha3BaHWE KAaHAJIOMATUN WIINA JIEKTPH-
yeckux Oonesnent cepana. K atum 3a00neBaHusIM B HACTOSIIIIEE BPEMS OTHOCST CHUH-
JIPOMBI YIUIMHEHHOTIO U KOpoTkoro uHrepsasia QT, cunapom bpyrana, cuHapom mo-
JUMOP(HON KaTEXOJAMUHIPTUYECKON JKEITYJOUYKOBOM Taxukapauu. B HacTosiiei
IJIaBe JaHa KJIMHUYECKas W TeHEeTHYeCcKas XapaKTepucTUKa ITuX 3abosieBanuil. Kak
OyIeT ykazaHo HUXe, oTaenbpHbie caydan nepBuuHbix OI1, CCCY, ABbB Taxxe MOX-
HO ObUIO OBl OTHECTH K KaHAJIOMATHSIM.

1.1. CMUHAPOM Y UJIMHEHHOI'O MTHTEPBAJIA QT

Cunnpom ymunenHoro unrepBana QT (LQTS) xapakrtepusyercss HAIMYUEM
ymmHeHHoro unreppana QT (koppurupoBansbsiii QT > 460 Mc), CHHKONIATBHBIX aTaK
U CIy4YaeB BHE3AIMHON CMEPTHU BCIIECACTBUE PA3BUTHUS MOJIUMOP(HOHN KEITyT0IKOBOM
taxukapauu (torsado de pointes) u GUOPHILIAIIAN KETYIOUKOB.

[Iepenarommiicas o ayTOCOMHO-PELIECCUBHOMY THUITY CHHAPOM YIJIMHEHHOTO
QT, coyeTaromuiicsi ¢ TIyXOTOM, HOCUT HAa3BAHUE BIEPBBIC OMMUCABIIUX €ro B 1957
roay A. Jervell, F. Lange- Nilsen. Ot aBTOpsl Habmonan 4 0THOKPOBHBIX JIETEH,
CTpPAJarolINX CUHKOMAJIBHBIMU aTaKaMH, TIYXOTOW M UMEIOLINUX YIJIMHEHUE WHTEp-
Basia QT na OKI'. Tpoe u3 HUX BHE3aIHO MOruodM B Bozpacte 4, S u 9 net [123].

AYTOCOMHO-JIOMHHAHTHBIN THUII HACJIEIOBAHUS CBOWCTBEHEH CUHAPOMY YIJIH-
HeHHoro QT 6e3 comyTCTBYIOIIEro HapyIIeHUs ClyXa, BIEPBble OOHAPYKEHHOTO Y
yneHoB 2 cemeiicTB C. Romano u coast. [206] u O. Ward [252] B 1963 u 1964 romax
COOTBETCTBEHHO.

Cunnpom Pomano — Yopaa. 3a pazputue 3a00JieBaHNsI OTBETCTBEHHBI 7 TEHOB.
COOTBETCTBEHHO NATOJIOTUU B ONPEACIIECHHBIX I'€HAX, BBIICIAIOT T€HETUYECKHUE Ba-
puaHThl cuHapoMa yminHeHHoro uHtepBaina QT. ['enernueckuit Bapuant LQT1 co-
otBeTcTBYeT naronoruu reHa KvLQT1, Bapuant LQT2 — nmaronorun rena KCNH2,
BapuaHT LQT3 coorBeTcTByeT narosoruu rena SCNSA, Bapuant LQT4 - maTosnorun
reHa Ank B, Bapumant LQTS5 coorBercTtBeHHO marojoruu reHa KCNEI, Bapuant
LQT6 nerepmunupoBan reHom KCNE2, Bapuant LQT7 cOOTBETCTBYET MAaTOJIOTUU
reHa KCNJ2.




Bbonee 50% Bcex ciyyaeB cuHIpoMa yuinHeHHOro uaTepBaia QT cBsizaHbl ¢ My-
taisimu B reHe KCNQ1 (renetnueckuit Bapuant LQT1). Pazsutue okono 40% ciyda-
eB cuHjpoma yanuHeHHoro uHrepsania QT onpenensiercss myranusimu B rene KCNH2
(renetnyeckuii Bapuant LQT2) [50, 108]. B 5% cnyuyaeB paccMarpuBaeMblii CHHAPOM
oOycnoBieH mytanusamu — B rene SCNSA (renerudeckuit Bapuant LQT3), 3a 1% cun-
npoma yanuHeHHoro uarepaiia QT orBercTBeHHbl MyTanuu B reHax KCNE-1 (reneru-
yeckuil BapuanT LQTS) u KCNE-2 (renernueckuii Bapuant LQT6). Onnako umerorcst
CEMbH, B KOTOPBIX 3Ta MATOJIOTHS HE CBSI3aHA C HAJIMYMEM YKa3aHHBIX BBIIIIE TE€HOB, T.€.
UMEIOTCS M JIpyTUe TeHbl, OTBETCTBEHHBIE 3a JaHHOE 3a0oseBaHue. Kpome Toro, KIuHu-
YyecKasi TeTepPOreHHOCTh CUHpOMa YAJTMHEHHOTo nHTepBaia QT, oOHapyxuBaeMas nia-
K€ B TEHETUYECKU UJICHTUYHBIX BapHaHTaX 3a00JIEBaHUsI, MPEAIOaraeT CyliecTBOBa-
HHE €Ille HE OTKPBITHIX F€HOB- MOAU(PUKATOPOB C BapuabeIbHOM SKCIIPECCUEH, 3a CUET
KOTOPBIX M JOCTUIA€TCsl HEMOCTOSIHCTBO (PEHOTHMHHMUYECKUX MposiBieHud. W mostomy
Oosiee MpaBWIIBHO MpeanojaraTb, 4T0 CHUHAPOM YUIMHEHHOro uHrepBaga QT — ato
IpyIIa CXOAHBIX MO (PEHOTUIUYECKUM MPOSIBICHUSIM I€HOTUITUYECKHA 00YCIOBIECHHBIX
0oJie3HEN, CBA3aHHBIX C MATOJIOTME HOHHBIX KaHAJIOB.

Kaxxapiii u3 atux reHos (Tadu.1.1.1.) kogupyeT onpeaeneHHblid MPOTENH HOHHO-
ro KaHajla. YpOBEHb KaJIMEBBIX M MPOTHBOIOJIOKHBIX HATPUEBBIX TOKOB OIMPENEISIOT
IPOAOJKUTENBHOCTD (ha3bl PENONIPU3ALNN CEPJICYHOIO NOTEHIMANA JEHCTBUS.

MyTanuu B reHax KaJdWEBBIX KaHAJOB MPUBOJASIT K CHHXKEHUIO KaJUeBOU
IPOHUIIAEMOCTH KaHAJIOB, YTO B CBOIO OuY€pelb CIHOCOOCTBYET YyAJIMHEHUIO (a3bl
penonsapuzanuu. B vactHocTn ren KCNQ1 (nmoxanuzanus 11p15.5) u ren KCNH2
(nmoxamuzanus 7q35-36) konupyrooT o-cyobeauHuUIbl KaaueBbix kaHalioB (IKr u

HERG: 7q35-36

KvLQT1: 115155

Puc. 1.1.1. XpoMOCOMHBIE NO3ULMU PA3TUYHBIX T€HETUYECKUX BAPUAHTOB
cuHJipoma ynnuaeHnHoro uatepsaina QT [190].

IKs), omnpenensitomiux OBICTPBII KOMIOHEHT BBIXOJAIIETO KaJIHMEBOrO TOKa C
nep>xkanubiM BoinipsmienueM (Ikr). 'en KCNE1 (Min K) — nokanu3zamus 21q22.-22
u ren KCNE2 (MiRP1) — nokamuzauus 21q22.1-22 xoaupyiot B-cyObeauHUIIBI
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kanueBbiX kaHasmoB (IKr u IKs). I'en KCNJ2 (nmokanu3zamus 17q23) kogupyet Oe-
J0K kanueBoro kaHana Kir 2.1. Myraiuu B 3TOM I'eHe TaK>Ke BbI3bIBAIOT CHUKEHUE
BBITIPSAMIISIIONIETO KaJdUMEBOr0 TOKAa. DTO BBI3bIBACT YMJIMHEHHWE KOHEUYHOW (asbl
CepAEYHOro MOTEHIIMana JeUCTBUSI, YTO OCOOEHHO B YCJIOBUSIX CHHXKEHHOT'O BHE-
KJICTOYHOTO ypoBHS K TPHUBOAUT K Pa3sBUTHIO TMO3JHEW MOCTACHOJSPU3ANUU U
CIIOHTAHHBIM apPUTMUSIM.

I'en SCNSA (mokanuzanus 3p21-24) koaupyeT o — CyObeNUHUIy HATpHUE-
BOTO KaHana, (OpPMHUPYIOIIEr0 OBICTPHIA HATPHUEBBIM TOK. MyTanuu B KaHajax
SCNS5A BBI3BIBAIOT «NPUOOpPETEHUE» (PYHKUIUU. DTU MYTAIMU CO3JAI0T TEpPCHU-
CTUPYIOUIMUA TO3AHUNM HATPUEBBIM TOK, KOTOPBIM OTCYTCTBYET B (hU3UOJIOTHYE-
CKHUX YCJHOBHUSIX. DTO NPUBOJUT K YBEIMUYEHUIO TPOJOJLKUTENBHOCTU (pa3bl pemno-
JSpU3ALUY.

[Ipu LQT4 ob6Huapyxena myrtauus B rene AnkB, koaupyromero O0enaok
ankirin B. ®ynkius sToro 0enka cBsizaHa ¢ paboTol HaTPUEBOro HAcoCa U Kajb-
I[UEeBO-HATpUEBOTO oOMeHa. Ho 3TO eaMHCTBEHHBIN W3 MPEICTaBICHHBIX B Ta0-
aurne 1.1.1. 6e1KoB, HE SABISIIOMIUNUCS HEMOCPEACTBEHHO CyOBEIMHUIICH HOHHOTO
KaHaua.

Tabmuna 1.1.1.
['eHeTnueckue BapuaHThl CUHIpOMA yINIMHEHHOTO uHTepBasia QT
(Romano-Ward)

Bapuantsl | ['en Jlokanuzamusa | Kogupyemsbiii | MoHHBIN KaHal

LQT 0eoK

LQT1 KCNQ1 | 11pl5.5 KvLQTI o-CyObeIMHUIIA KAJIUEBOTO
kanazna (I(Ks)

LQT2 KCNH2 | 7q35-36 HERG O-CyOBeAMHUIIA KaJTHUEBOTO
kanana (I(Kr)

LQT3 SCNSA | 3p21-24 o-CyOBeMHUIIA HATPUEBO-
ro kanaja [(Na)

LQT4 AnkB 4q25-27 Ankirin B -

LQTS5 KCNE1 |21g22.1-22 | Mink B-cyObenuHuIa KaTUEeBOTO
kanazna (I(Ks)

LQT6 KCNE2 | 21qg22.1-22 MiPR1 B-cyObenuHuIa KaaueBOTO
kanana (I(Kr)

LQT7 KCNJ2 | 17g23 Kir2.1 Kanuespiit kanan [ (K1)

SaxmsizemuHcKas E.B u coaBT. [5] uaeHTHQUIIMPOBATN HOBYIO MHCCEHC - MY-
tannio B reHe KCNH2 y aByx nmanueHTok (MaTh W J0Yb), IPUBOISAUIYIO K 3aMEHE
JeUIIMHA Ha METHOHUH B S5 MOPOTrOBOil 00JIaCTH KaJMeBOro KaHaja.

Cunnmpom JIxepBena-Jlanre-Hunbcena (ayTOoCOMHO-PELECCUBHBIN BapUaHT
CUHApPOMA yAJIMHEHHOro uHTepBaia QT) BO3ZHUKAET y JIUII C HACIEACTBEHHON aHOMa-
auert KCNQI win KCNEI anneneit y o6oux poauTtenei U XapakTepu3yeTcsi 0COOCH-
HO CYUIECTBEHHBIM y/iuHeHueM unrepaia QT.

[To naHHBIM AMEKTpOKapaAUOTrpadUuUecKoro CKpMHUHIra uauonarudeckue Qop-
Mbl yiyinHeHHOTO uHTepBasia QT BcTpeuatorcsa ¢ yactoToit 1: 300000 HOBOpOXKIEH-
Hbix [130]. Cunapom Pomano—Yopna BcTpewaercs B 15 pa3 yaile, 4eM CHHIIPOM
JlxepBena—Jlanre-Hunbcena. Onnako, mocinennuii Habmonaercs y 0,8% nereit c
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BpokaeHHOM rimyxoToit [23]. K koHIty 90-X roioB B MUpE HaCUUTHIBAIOCH 865 00JIb-
HBIX ¢ cCHHIpoMaMu yaiauHeHHoro uHTepBaia QT [169]. [Toxanyii, HanOoIbIIEe KO-
auyectBo onucaHo M. IllkonbHukoBoM [23], HAOMIOAEHUS KOTOPOM BKItOUaroT 148
CEeMEH C MEePBUYHBIM CUHAPOMOM yyiMHeHHoro uHTepBasia QT. Kcratu, Toneko y 4
3 HuX HaOmogancs cunapom Jxepena—Jlanre—Hunbcena. MexyHapoaHblid pe-
TUCTp 1Mo cuHapomy yinHeHHoro uHTepBaia QT (International LQTS registry)
BKJIIOUaeT 328 ceMeil ¢ nepBUYHBIM cUHApoMoM yainHeHHoro QT. 147 manueHToB
U3 9TUX ceMell yMepiu BHe3armHo (0ombInas 9acth B Bo3pacte 10 20 ner).

OOMOpOKH ¥ CHHKOTIAJIbHBIE COCTOSIHUS 00JIee YeM y TMTOJTOBUHBI OOIBHBIX CBSI-
3aHbI C SMOILIMOHAIBHBIM HampsikeHueMm, y 45% — ¢ gusndyeckumu ycwiusamu. B ga-
cTHOCTH, o AaHHbIM M. IlIkonpHHUKOBOH, B 37% ciydaeB BHE3alHas CMEPTh HACTY-
najga Bo Bpems ruiaBaHus. CTaHIapTHBIA U HauOoJiee pe3ybTaTUBHBIA METOJ Jiede-
HUS — Ha3HA4YeHHE [—aJpeH00JIOKAaTOPOB MPHU OTKAa3e OT BCEX IMpernapaToB, CIOCOO-
HbIX yMHATE uHTepBal QT, a Takke mpu orpaHudeHUU (U3UYECKUX Harpy3oK.
CMepTHOCTh Cpely HEJICUYECHBIX OOJIbHBIX C PACCMATPUBAEMBIM CHHJIPOMOM COCTaB-
nset 10% B ron, mpu Ha3HA4YCHHH [—aApeHOOJIOKATOPOB OHA CHUXKAaeTcs 10 2%
[220]. boabmMHCTBO OOJIBHBIX, HE pearupyromux Ha B—aapeHoOJ0KaTOPhI, HYX1a-
IOTCS B XHPYPrMUYECKOM OIEpalMu: JEBOCTOPOHHEN WIEWHO-TPYAHOM CHMIATIKTO-
muu. Umerorest coobmenus 06 ycnemHaoM npumeHeHnn DKC y GONBHBIX C BPOXK-
neHHbIiMu Gopmamu cuHapoMa yiaiauHeHHoro QT [2]. Tlpu memocrarouHoii ¢ dek-
TUBHOCTU pacCMaTPUBAEMOM Teparuy MpuOeraroT K UMIUIAHTAIMA aBTOMATHYECKOTO
KkapauoBeprepa — nedpudpumiaropa (AK).

Jlaxke TIpy HAJTMYUK KIMHUYECKUX KPUTEPUEB 3a00JIEBaHMS TEHETHYECKOE TEC-
TUPOBAHUE MAIIMEHTOB C CUHAPOMOM y/utnHeHHOro nHtepBana QT Oyxer nenecoob-
Pa3HO ISl OTpeJIeTICHUs CTPATEruu BEJCHHUS MallMEHTOB C Pa3JIMYHBIMU BapUaHTaMU
myTauui. Tak, Hanmpumep, TPETUM BapUaHT CUHAPOMA yIJIMHEHHOro mHTepBana QT
(LQT3) sBnsieTcss HanboJiee 3JI0KAYECTBEHHBIM U XYK€ BCETO MOJJIaeTCsl JISUEHUIO 3
— anpenobnokatopamu [214,215]. Ilpu stoM cunapome menecooOpa3Ho 100aBUTH
MekcuneTuH. [Tpu nepBoM ¥ BTOpOM BapuUaHTaxX CUHJPOMA yIJIMHEHHOTO MHTEpBaja
QT oTtmeuaercst 6oJiee BBICOKAs 4acTOTa OOMOPOKOB, OJHAKO JIETAIBHOCTh HIDKE, a
[B— 6510KaTOpHI NAI0T BBIPAKEHHBIN 3aUTHBIN () PEeKT, 0COOCHHO MPHU MEPBOM Bapu-
ante [169,214]. IIpu perneccuBHOM BapHaHTE CUHAPOMA yNIMHEHHOTO MHTEpBaia QT
CUMIITOMBI TIOSIBJIAIOTCS paHbllle, a TMPOTHO3 XYyXKe, YeM TP ayTOCOMHO-
nomuHaHTHOU (opme Pomano-Yopaa [11]. Hanuuue cuHaakTuiuu, O4eBUIHO, OT-
pa)kaeT MHOW N'eHETHYECKUW BapUaHT CUHJpOMa yiuirMHeHHOro uHtepsana QT u sB-
JISI€TCSL HeOIArONMPUSITHBIM IMTPOTHOCTUYECKUM TIpU3HaKoM [ 155].

B nocnieanne roibl BISIBUIN TaK HA3bIBAEMbIE T€HETHUECKUE «TPUTTEPhDY CEPICY-
HBIX OocJIoKHEeHHH [214]. X uneHTrdUKamys moMoraet BbISIBUThH TTOBEJICHUSCKHE TTPOBO-
rupytoie GakTopsl JaHHON maTojiorud. Y 0oibHBIX ¢ LQT1 BBICOK pHUCK OCIOKHEHUN
npu (pruzndeckoil Harpy3ke, 0co0eHHO uiaBanuu. s manmentoB ¢ LQT2 takum ¢axTo-
POM SIBJISIETCS pE3KHUI 3BYKOBOM paszapaxkurens [215, 250].

TakuMm 00pa3oM, FeHETUYECKOE TECTUPOBAHUE ITUX MAIMEHTOB MPEACTABISACT-
Csl YPE3BBIYAHO BAXKHBIM MeponpustTueM. OcoOEeHHO IIEHHBIM T€HETUYECKOE TECTH-
pOBaHUE, HAMpPaBJIECHHOE HA JUArHOCTUKY CHUHApOMA yJiuHeHHOro uHTepBaia QT,
OyJleT y aCHMITOMAaTUYHBIX POJICTBEHHUKOB MAIIMEHTOB C TUM CUHJIPOMOM.



1.2. CHHIPOM KOPOTKOI'O UHTEPBAIJIA QT

B 2000 rogy mosiBUJIOCh IIEpBOE COOOIICHUE 00 MIMOMATHYECKOM CEMEHHOM
CHUHJIpOME, KOTOpBIN ObLT Ha3BaH cUHJPOMOM KOopoTkoro QT - short QT syndrome
[118]. [Tomumo ykopouenusa uHTepBaia QT mo 280-300 mMc, y manMeHTOB C TUM
CUHIPOMOM HAOIIOAANUCH JKETYJAOYKOBBIE apUTMHUH, BIUIOTH 10 (PUOPHILISAIINN *Ke-
JYyJIOYKOB W BHE3AMTHOW CMEPTH W MApOKCU3MbI (GUOPWILIAIUMA Tpeacepauii. IToT
CUHJIpOM OB BBISIBJICH aBTOpaMHu y 3 4JIE€HOB OJHOUW ceMmbH. CTPYKTYpHBIC U3MEHE-
HUS B MUOKAp/I€ Y BCEX WICHOB CEMbH C YKa3aHHBIM CHHIPOMOM OTCYTCTBOBAJIH.

B 2003 romy F. Gaita et al. onmcanu 6 4ieHOB U3 2 ceMe C pacCMaTpPUBAEMbIM
CUHAPOMOM U CXOKUMH KIMHWYeCKUMU TiposieneHussMu [105]. B 2004 roxy stumu xe
aBTOpPaMHU OMHCAHBI yKe 3 ceMbH ¢ 3TUM cuHapoMoM [106]. Bo3pacT onucaHHbIX 60Jb-
HBIX Haxoawycs B mpeaenax ot 1 go 51 roga. [Ipu amekTpodhr3nonornieckoM uccienao-
BaHWU Yy 3TUX OOJIBHBIX OBUIO BBISBIEHO T'€TEPOreHHOE yKopoueHue 3(PQPeKTUBHOTO
pedpakTepHOro neproaa Kak Mpeacepanii, Tak U JKEITyI0YKOB U TOBBIIICHHE YSI3BUMO-
CTH B OTHOIIIEHUY BO3HUKHOBEHWSI KEITYTOUKOBBIX ¥ MTPEICEPIHBIX aPUTMUH.

R. Brugada et al. B 2004 rony npoBenu reHETHUECKUI aHaIKU3 B 2 CEMbSIX, Cpe-
T YJIEHOB KOTOPBIX ObLTN O0JbHBIE C CUHAPOMOM KopoTKoro QT [67]. BoisaBiens! 2
paznuunble MyTaiuu B rene KCNH2, kogupyroiiero oguH u3 0€IKOB KaJIUEBBIX Ka-
HanoB (HERG, kanan lkr). OTu myTanuu BbI3BIBAIOT YCKOPEHHUE KAJIMEBOTO TOKA
BHYTPb KJIETKH B Tepuoj penoisipusanuu. CIeCTBUEM 3TOTO SBISETCS YKOPOUCHHE
MOTEHIMAaNa ACHCTBUS U pedpaKkTepHOro Mnmepruojaa Mpeacepauil 1 xKeayJ0UKoB cep/l-
11a ¥ YMEHbIIIEHHE CpoicTBa (aQUHHOCTH) K O110KaTOpaM KaJlMeBbIX KaHAJIOB.

B tom xe rogy C. Bellocq et al. obnapyxumm y 70-netHero 00JbHOTO C OMUCHI-
BaeMbIM cHUHIpoMoM MyTaruio B rene KCNQI1, koaupyroiiero 6ei10K Jpyroro KaiueBo-
ro ka"ana (6enok KvLQT1, kanan [(Ks) [45]. DTa MmyTanus Takke BbI3bIBaJIa YCKOPEHUE
KaJIMEeBOro TOKa B MuoluTax cepaua. Yxe B 2005 roay S. Priori ¢ coaBTopamu onucaiv
mytanuio B rene KCNJ2, kogupytomiero 6enok Kir 2.1 kanueBoro kanana J(Ki), y ue-
HOB | ceMbH ¢ HacIeACTBEHHBIM CUHIPOMOM KopoTkoro QT [194].

Takum o6paszom, BeIIENEHBI 3 TeHOTHIA cuHApoMa KopoTkoro QT: 1. SQTI —
mytanus B rene KCNH2, kogupyromero 6enok HERG kanmueBoro xanana (I(Kr), 2.
SQT2 - myranusa B rene KCNQI, kogupyromero 6enok KvLQT1 kanueBoro kanana
J(Ks), 3. SQT3 — mytanus B rene KCNJ2, konupyromiero 6enok Kir2.1 kanueBoro
kanana J(Ki). YuuteiBas To 00CTOSTEIBCTBO, YTO T€HETHUECKUE UCCIEIOBAHUS CHH-
npoma kopotkoro QT HavanuMch COBCEM HENABHO, CIEIYET 0KUAATh, YTO B OJMxKali-
niee BpeMsi OyAyT BBISIBIICHBI U IPYyTH€ T€HOTUIIBI HTOTO CUHIPOMA.

F.Gaita et al. B8 2004 roxy [106] uzyunnu 3¢HEKTUBHOCTh Pa3IMYHBIX aHTH-
apUTMHUYECKUX MPEnapaTroB B NpoUIaKTUKE apUTMUN Y OOJIBHBIX C CHHIPOMOM KO-
potkoro QT. belo nokazaHo, 4To Je4eHHE aHTUAPUTMUYECKUMHU Tpenaparamu Ic u
II1 kmaccoB HE MPUBOIUT K YBEIUYCHHUIO 3P(HEKTUBHOTO pePPaKTEPHOTO MEeprUoaa U
untepBana QT y uccnenyembix 607abHBIX. B TO k€ Bpems JieueHUE XUHUIUHOM TIPH-
BOJUT K yBennueHuto natepBana QT ¢ 263+12 mc go 362-+25 mc u QTc - ¢ 290+13
Mc 10 405+26Mmc. OgHOBPEMEHHO IPH IMPOBEASCHUH JJICKTPOPHU3UOIOTHISCKOTO HC-
CJIEIOBaHUS B TPOIECCE JICUCHUSI XUHUIMHOM OOHAPYKEHO YMEHBIICHHUE YSI3BUMO-
CTH MHUOKap/a K BOZHUKHOBEHUIO (pubpmmisamun xemynodkoB. [lo nanaeim C. Wol-
pert et al [255], XMHUUH TIPENATCTBYET YBEJIMUYCHUIO KAJTUEBOTO TOKA y OOJBHBIX C
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cunapoMoM kopoTkoro QT. Takum 00pa3oMm, XMHUAMH OKa3bIBaeTCs IMpenapaToM
BbIOOpa ISl JiedeHus: OOJbHBIX ¢ cuHApoMoM kopoTkoro QT. B ciywasix Hemocta-
ToyHOTO 3(dekTa sToro npenapara pekomenayercs umiuiantanus AKJ[. Haubornee
3 PEeKTUBHBIM MpenapaToM, MNPOMWIAKTUPYIONIUM MNapOKCU3Mbl  (GUOPUIUIAIIUN
npeacepauil y 00JIbHBIX ¢ CHHIPOMOM KopoTkoro QT, oka3zancst mponadeHoH.

1.3. CUHPOM BPYT'AIA

B 1992 rony P.Brugada and J.Brugada [62] onucanu § maiueHToB, yCIEUIHO
PEaHUMHUPOBAHHBIX BO BpeMsl 3MH30/a (GUOPUIUISAIIUN KEITYIOYKOB, Y KOTOPHIX BO
BpEMsI CHHYCOBOTO pPUTMa UMEIUCh cBoeoOpasubie n3meHenuss DKI' B Bune koHdpu-
rypauuu QRS no Tumy noiaHoN UM HENmoJHOM GioKaabl MpaBoOi HOXKKM Mmydka ['uca
(ITBITHIIT wnm HBITHIIT) ¢ moasemMoM cerMenta ST B mpaBbIX MPEKOPAUATBHBIX
orBeaeHusX (V1 — V3) u HopmanbabsiM QT unrepBanom. CTpyKTYpHBIX U3MEHEHUH B
MUOKApJE Y ATUX OOJNbHBIX OOHApYKEHO He ObLI0. Y 4 U3 8 MaluueHTOB UMENCS ce-
MeWHBIN aHaMHe3 3a0osieBanusa. BrocieactBuu momoOHble ndMeHenusa ODKI cramum
0003HauaTh KaK «CUHAPOM bpyragay.

Cungpom bpyrama Hepenko Bctpeuaercs B crpaHax FHOro-Bocrounoit Asuwm,
O0COOCHHO Yy TalilCKUX MYXYHUH. B ceBepo-BoCcTOUHBIX paiioHax TauiaHja BHe3amHas
apuTMUYECKasi CMEpTh, 4Yallle BCEro BO BpPEMs CHA, SIBJISIETCS TJIABHOW MPUYUHOU
CMEpPTHOCTU Yy MOJOJBIX MYX4uH, npudeM y 40% 3TUX MAlMEHTOB UMEIOTCS B Ce-
MEWHOM aHaMHe3¢ cllydyau BHe3anmHou cmeptu [2, 30, 59, 61].

Omnucanue cinyyaeB cuHapoMa bpyrana ¢ MoMeHTa ero BblaeneHus B 1992 roqy
HEYKJIOHHO yBenuuuBanock. B 1998 roay xonmuectBo Habmomaembix P.Brugada u
J.Brugada manueHTOB ¢ 3TOM marosioruei Bo3pocio a0 63 [61]. ITo naHHEIM MHOTO-
IIEHTPOBOI'0 MCCJIEIOBAHUSA, MPOBEAECHHOTO B SMOHMHU, OBLIO BBISBICHO eme 63 ma-
ueHTa ¢ cuHapomMoM bpyrazga, y 17 u3 HuX ObUIM JOKYMEHTHPOBAHBI AMTU30/1bI (HUO-
prusmn xeryaoukoB. M.Alings et A.Wilde B 1999 rony omyb6ivkoBaim pe3yibTa-
ThI uccienoBanus 163 namuentoB ¢ cunapomom bpyraga [30]. Hakonern, B 2002 ro-
ny J.Brugada et al. nmpencraBmiM JaHHBIE IITUTEIHHOTO KIMHUYECKOTO HAOIIOICHHUS
3a 334 nauuentamu ¢ DKI' — npusnakamu cuaapoma bpyrana [60]. B oteuecTBeHHOM
JUTEPAType K HACTOSAIIEMY BPEMEHH TaKXKe YK€ UMEIOTCS PsiI KITMHUYISCKUX HaOITIO-
nenuii cunapoma bpyrana [2].

TouHblil 37eKTPOPUZUOTOTUYECKUN MEXaHU3M BO3HUKHOBEHMSI CHHJIIpOMa
bpyrana emie oxoH4arenbHO HE ycTaHOBIEH. OHAKO, OOJBIIMHCTBO aBTOPOB CUH-
TarT, YTO BO3HUKHOBEHHE CUHApOMa bpyrana cBA3aHO ¢ BBIPaKEHHOW NHCHEPCUEN
pedpakTepHOCTH B MHUOKAP/IE JKEIyI0YKOB BCJIE/ICTBHE T€HETUUECKH 00YCIOBIEHHO-
ro nedexra pa3BUTHs OBICTPHIX HATPUEBBIX KaHaloB. Pa3BuBaeTcs siieKTpUyecKas
PA3HOPOJIHOCTh MUOKApa KEITYJOUYKOB, @ UMEHHO — CyOIHOKapAHAIIbHBIE OT/AEIIbI
UMEIOT OOJIBIIYIO JJIUTETLHOCTh MOTEHIMANA IEUCTBUS 110 CPABHEHHUIO C CyO3NMUKap-
IUanbHbIMU oTniesaMu. CIeICTBUEM 3TOrO SIBISETCS BO3MOXHOCTh Pa3BUTHSI OJHO-
HaIpaBJICHHOW OJIOKaIbl MPOBEJACHUS B TOJIIE COKPATUTEIHLHOTO MHOKapja >KeIy-
JIOYKOB ¥ (pOpMHUPOBaHUE TOJIUMOPGPHON KETYTOUYKOBON TaXUKapIUU IO TUITY «ITH-
py3T™». MOXHO CKazaTh, YTO CUHAPOM bpyrajia — 3T0 CHHAPOM YJITTMHEHHOTO UHTEP-
Bana QT waobopor. [Ipu cunapome ymmuHeHHoro uHTepBania QT cyOsmukapauaisb-
HBIE OTJIETIBl UMEIOT OOJIBIIYIO MPOJAOKUTEIILHOCTh MOTEHITMANa ACHCTBUS, TTEPUO-
JIOB OTHOCUTEIHLHON U a0COIIOTHON pedpaKTEpPHOCTH MO CPaBHEHHUIO C CyOIHI0Kap-
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TUaIbHBIMU OTJI€JIaMU, TOTJIa Kak Ipu cuHApoMe bpyrana cy03H0KkapAranbHbIE OT-
JIeJIbl UMEIOT OOJIBIIYI0 IPOJOJKUTENBHOCTD MOTEHIIUANA JEHCTBUS 110 CPABHEHUIO C
cyOsnuKapaManbHbIMU oTAenamMu. Oba cHHIpOMa MPaBOMOYHO OTHECTH K pyOpuke
«KaHaJonatuw». B Hacrosiee Bpemsi CUMTAETCS, YTO CUHAPOM bpyrana sBisercs
T€HETUYECKH 00YCIIOBJIEHHON KaHAJIOMATHEH C ayTOCOMHO-JIOMUHAHTHBIM TUIIOM Ha-
CJIEAOBAHUA.

Onucano HECKOJBKO MYTAIlWid B T€HE, KOAUPYIOLIEM 6CYOBEIUHHUILY CEepACUHO-
ro HarpueBoro kaHaia (SCNSA), nokanuzoBaHHoro Ha 3 xpomocome (3P21-24), 1. e.
TEM CaMbIM I'€HOM, KOTOPBIII OTBETCTBEHEH 32 BO3HMKHOBEHHE OJHOTO W3 BApPHUAHTOB
curnpoma ymmHeHHoro QT (SLQT3). Tombko mpu SLQT3 umMeer mecTto ycuiieHHE
(GYHKIIMA HaTPUEBBIX KAHAJIOB B TIEPUO]T PEMOIISIPU3AIIUHN, KOTOPOE B UTOT€ MPUBOJIUT K
yanuHeHuto uHTepBaia QT ¢ BhITEKAIOMMMU OTCIO/IAa HocaeacTBusaMu. [Ipu cunipome
Bpyrana, Hao60poT, uMeeT MecTo yacTuyHas moTeps (QYHKIMH HATPUEBHIX KaHAJIOB,
TO’KE€ B KOHEUHOM UTOTE MPUBOJIIIASA K HAPYIICHUIO TTPOLIECCOB PEMOJISPU3AIIH, TIPU-
BOJSIIIMX K PA3BUTHIO PACCMaTPUEBOTO 371eCh cuHapoma [2, 30, 60, 66, 189, 190].

Kak yxe ynomunanocs, xapakrepHbiM OKI' — npusznakom cunapoma bpyrana
SIBJISIETCS U3MEHEeHHe KoHpurypanuu komriuiekca QRS mo Tumy Osiokaabl mpaBoi
HOKH myuka ['uca (gamie Bcero no tumy rSr’) ¢ mogbemom cermenta ST (>0,1mMB) B
orBeAeHUsIX V1 — V2 u «3a3yOpuHoii» (Touka J) Ha BOCXondIleM KojeHe 3yOua S B
orBeaeHusix V1 — V2 (puc. 1.3.1.). B 10 ke Bpemsi y OONbIIMHCTBA MAIMEHTOB Ha
OKT otcyrctByeT Tunuunoe aisi BITHIID ymupenue 3y0ua S B JI€BBIX TPYIHBIX OT-
BEJICHUSAX. DTO CBHJIETEIILCTBYET O TOM, YTO AaHHbIE n3MeHeHuss DKI' He yknaapiBa-
101cs B KaptuHy uctuHHOW BITHIII'. Hexoropeie aBTOpBI paclieHMBAIOT U3MEHEHUS
QRS kommiekca npu cunapome bpyrana kak «nceBao0i0Kaay MpaBoil HOXKKH IMydYKa
I'mca». Kpome Beimeonrcannbix u3MeHeHnii JOKI', y MHOTHX MalMEHTOB C CUHIPO-
MoM bpyrana nmeercs OTKIIOHEHHE SJIEKTPUUYECKOM OCH cepJua BIEBO, YTO MPE.IOo-
jaraet Hanu4ue OJI0KaJbl JIEBOM NEepeIHel BETBU NyuKa [ nca, yinmHeHne naTepBaia
PQ, a Takxe orpunarensubiii 3yoen T B orBeaenuu V1. I[IpogoiKuTenbHOCTh UH-
tepBasia QT u 3HaueHus koppurupoBanHoro QT, kak npaBuiio, y MalMEHTOB C CHUH-
npomoMm bpyrana Obl1u B mipeennax HopMbl. Onucansl 2 Tuna noabema cermenta ST
BEITTYKJIOCTBIO KHapYku («coved») u cemmoBuaabiii («saddle-shaped») [2, 30, 59-62].
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Puc. 1.3.1. OKT kaptuna cunapoma bpyrana.

[Taronornueckue namenenust IKI', cBolicTBeHHbIE cUHIpoMy bpyrana, MoryT
COXpaHAThCA AecATUIETHsIMU (onucanbl ciydan 1o 40ner). B 1o e Bpems omnucaHa
npexosauias Hopmanuzanus DKI' u yBennyeHue 3a3yOprHbI Ha BOCXO/SIIEM KOJICHE
3y6na S (Touka J) mpu yBEJIMUYEHUHU YacTOTHI CEPACUHBIX COKpalieHuid. Kpome Toro,
Ha BbIpakeHHOCTh OKI -Npu3HAKOB, XapakTepHBIX sl CUHApoMa bpyrama, mMoryt
BIIUSATH U IpyTrue (PakTopbl, KOTOPbIE BKIIOYAIOT U3MEHEHUE TeMiepatypsl Tena [40],
M3MEHEHUE BEreTaTUBHOTO TOHYCA U, YTO OCOOEHHO Ba)KHO, JIEKAPCTBEHHbIE Ipera-
paThl, BIUSIONINE HA (DYHKIIMIO HOHHBIX KaHAJIoB — npemapatsl [a u Ic kmaccoB (dhie-
KauHWA, TpornadeHoH, aiMajnH, JU30MUpaMU], MPOKAWHAMHI). ODTH TMPErapaTsl
YCWJIMBAIOT MOABEM cerMeHTa ST U Mo3ITOMYy TEOPETHYECKH MOTYT OBITh UCIIOJIb30-
BaHbI JUIsl BBISBICHUSI CKPBITHIX (popm sToro cuuapoma. C 3Toi 1enpio Hanbosee
4acTO MCHOJIB3YIOTCS MPOOBI ¢ ailMaIMHOM M MPOKAaWHAMUIOM (HOBOKAWHAMUJIOM).
[2, 30, 59, 61-63, 87, 2006]

[Taumentsr ¢ OKI'- mpu3zHakamu cuHapoMa bpyrana, umeromine B aHaMHE3e
ANU30/1bl KJIMHUYECKOM CMEpPTH, OOYCIOBIIEHHbIE (PUOPMILISLMEN >KETyJOYKOB WIIU
CUHKOIAJIbHBIE 3IH30/Ibl, UMEIOT OUYE€Hb BBHICOKHUU PUCK MOBTOPHBIX MPHUCTYIIOB 3JI0Ka-
YECTBEHHBIX JKEITyI0YKOBBIX apuTMuii. Kpome Toro, He0OX0AUMO OTMETHUTh, UTO JTAKE
OECCUMIITOMHbBIEC TAIMEHTHI C CHHIPOMOM bpyraga MOTyT UMETh ONpeeICHHBIN PUCK
BHe3anmHOM cmeptu. llostomy, paxke y OeccuMnTOMHBIX manueHToB ¢ OKI'-
npu3HakaMu cuHapoma bpyraga (HOCTOSHHBIMH WJIM MHTEPMHUTTHUPYIOIIUMHU) PEKO-
MEHJyeTCs MPOBEACHUE AIeKTpodu3nonornyeckoro uccienoBanus (O®U) ¢ uenbro
IIPOBOKAIIMH KEITYA0YKOBBIX TaxuapuTtMuil. CrenududHocts pesynsratoB JDPU B on-
peleNieHu POrHo3a pa3BUTHA (PaTaTbHBIX APUTMUN SBIISIETCS OUY€Hb BBICOKOM (99%).
JIns y 0,9% nmaumentos ¢ OKI' npusnakamu cuaapomMa bpyranga u HEBO3MOKHOCTBIO
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MIPOBOLIMPOBAHUS JKEITyJIOYKOBBIX TaXHApUTMUK BO BpeMs DDPU Takue apuTMUU BbI-
SIBJISIFOTCS B JJAJIbHEHIIIEM NP JUTUTEIILHOM Ha0moaeHuu [2, 30, 60].

Juddepennmanbuplii JuarHo3 cuHapoma bpyrana cieayeT npoBOIUTh, MPEK-
JIe BCEro, ¢ CUHJAPOMOM paHHEW pemnojsapuzanuu xenynoukoB. CPPXX anexrpokap-
nuorpaduyeckue paznuuus oueBuaHbl: noabeM cermMenta ST npu CPPX 3arparusa-
€T KakK MpaBujIo, BCE MPEKOPIMaIbHbIEe OTBEACHUS U MPEIUIECTBYET (POPMUPOBAHUIO
MTOJIOKUTENIBHOM BOJIHBI T. B TO ke Bpems npu cuHapoMe bpyrana noabem cermeHTa
ST xapakTepeH sl NpaBbIX MNPEKOPAUAIBHBIX OTBEACHUN U MPEAUIECTBYET OTpHIlA-
TeJIbHOU BOJHE T.

BropbiMm BaxkHbIM TTyHKTOM qudPepeHnanbsHON TUarHOCTUKN CUHApoMa bpy-
raja siBJsIeTCSl €ro OTIMYUE OT APUTMOTE€HHOM AMCIIA3UMM MHOKap/Aa MpPaBoOro Kery-
nouka (AJITDK). Otnuuus B 3TOM cinydae 3akiatodatorcst B reomerpur DKI' B mpaBbix
npekopanaibHbix oTBefeHusAx. [Ipu AJIIDK yacto oTMeuaeTcs Haluuue TaK Hasbl-
BAa€MOM S3ICUIJIOH-BOJIHBI, COUETAIONICHCS ¢ OTpUIaTebHbIMU 3yOiamu T B oTBeje-
Husx V1 — V3. Jlna AJIDK nceBnoOnokannas koHdurypanus kommiekca QRS o
turty BITHIII" He saBnsercs xapaktepHoil. [Ipn 3TOM HE OTMEUaeTcs U yBEIUYEHUS
JUIMTENBHOCTH MHTepBana PQ, Ttorma kak mpu cuHapome bpyraga 3TOT mpu3HAK
BcTpevaercs Oosiee ueM y 50% OonbHbIX. CoueTaHue KelyAOYKOBBIX apUTMHUU C
CYNPAaBEHTPUKYJSIPHBIMU HAPYIICHUSIMU pUTMa 0oJiee XapaKTepHO M1 CHHIPOMA
bpyrana, a ne ana AJIIDK. Ucnons3oBanne Harpy304HbIX U 0COOCHHO (hapmMakolio-
TUYECKUX MPoO (C HOBOKAWMHOM WJIM allMaJIMHOM) JUIsl IMarHOCTHKU cuHIapoMa bpy-
rajia mojy4yuso IIHPOKOE PACIPOCTPAHEHHE B CBS3M C BBIPAXKEHHOM BapuadesbHO-
cteo kKaptuHbl OKI' npu ganHoi# naronorun. B npotusosec stomy OKI' mpu AIIDK
MPAaKTUYECKA HEM3MEHHA, KaK B COCTOSIHUM TIOKOS, TaK U MPU NPOBEACHUU PaA3JINU-
HBIX MeJIMKaMeHTO3HBIX MMpo0. Hakonelr, Hanboee 4acTo cOOCTBEHHO apuTMUYECKast
MaHudectamnus npu cuHapoMe bpyrana xapakTepusyercs pa3BUTHEM MOJIUMOPGHHOIM
JKEITyTOYKOBOW Taxukapauu, B TO Bpems Kak npu AJ[IIDK gamie Bcero BeIABiISIETCS
MOHOMOp(Has, NPOJOJDKUTENbHAS, TEMOJANHAMUYECKH CTAOWJIbHAs, MHOTAA Jaxe
OeCCUMITOMHAs JKEITy1I0YKOBask TaXUKapAUSI.

JIist MemuKaMeHTO3HOW MPO(MIIAKTUKA BHE3AITHOM CMEPTH TPU CHUHAPOME
Bbpyrana ucnonp3oBaivch pa3iauyuHble npenapartsl (f-010KaTopbl, aMUOAAPOH, Mpemna-
patsl | knacca, koMOMHaIIMS aMHOAApOHA U -OJIOKATOPOB), OTHAKO PUCK MOBTOPHBIX
AIU30/I0B KEITYJTOYKOBBIX APUTMHI U BHE3AITHOM CMEPTH COXPAHSJICA OYEHb BBICO-
kuM (10 30%). B cBsi3u ¢ Hed(DPEKTUBHOCTHIO METUKAMEHTO3HO aHTHAPUTMHUYECKOM
Teparuy Mpyu CUMITOMATUYECKOM CHHIpOME bpyrazia rnokazaHa UMILUIAHTAlUsl aBTO-
MaTuyeckoro kapauoneptepa-aedudbpmstopa (AKJ). Mmmnantamus AKJL taxoke
nokaszaHa y 6eccuMntoMHubix 0osbHbIX ¢ DK -mpu3nakamu cunapoma bpyrana, y xo-
TOPBIX KEIYAOUYKOBBIE TaAXHAPUTMHUU MPOBOLIMPOBAIUCH BO Bpems DDPU [2, 30, 60,
211]. B cny4asix, ecinu apuTMHM BO3HUKAIOT BO BPEMs CHa MpU IpeoliiajaHuu Tapa-
CUMIIaTUYECKOTO TOHYCa, MPO(UIAKTUYECKUI aHTHApUTMHUYECKUN FP(HEKT MOXKET
OKa3aTh UMIUIAHTALUA 3JIEKTPOKAPAHOCTUMYIIATOPA.

[Ipencrasnsiem coOcTBeHHOE HabmoneHne cunapoma bpyrana.

bonbnas b., 7 net. XKanob6 ne npenwssnsier. OKI' npeacrapieHa Ha pucyHKe
1.3.2. B npaBbIx rpyaHbix oTBeaeHusX (V-V3) peructpupyercst noabeéM cermenta ST
710 3 MM BBIITYKJIOCTBIO KBEpXY ¢ AByx(a3zubiMu 3youamu T. Kpome Toro, uarepecHo,
yto 110 OKIT', Takxke ormeuaercs ykopoueHue narepsaia PQ no 80 mc. [IpoBenénnoe
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ANEKTPOPU3UOIOTHUECKOE UCCIEI0BAHNUE C MPUMEHEHUEM YaCTON CTUMYJISLIMH HKeITy-
JIOYKOB U MPEJCEPIni MapOKCU3MAIIbHBIX TAXUKAPAUI HE CIIPOBOIIMPOBAJIO.

Takum o6pazom, y 60asHOM nmerores IKI - mpuznaku cunapoma bpyrana u
(dbeHoMeH ykopodeHHOro uHTepBaiia PQ, o1HaKo KIMHUYECKUX MPOSIBIEHUH (Mapo-
KCH3MAJTbHBIX TaXI/IapI/ITMI/II/I) HE BbIABIICHO.

Puc. 1.3.2. OKI marmmenTa ¢ cuanpomom bpyrana (cobcTBeHHOE HAaOIIOICHUE).
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1.4. KATEXOJJAMUWHOPI MYECKA ITOJIMMOP®HA A
XEJIYIOUYKOBAA TAXUKAPIA

B 1978 rony P. Coumel et al. BnepBbie onucaiu TsoKelble MOJIUMOP(HBIC Ke-
JyJIOYKOBBIE apUTMHUU ¢ mpuctynamu Mopranbu-Anamc-CTokca, BbI3BaHHbIE (DU3H-
YECKUMH WJIM 3MOILIMOHAJIBHBIMU Harpy3kaMu y 4 nereil 0e3 CTpyKTYpHBIX U3MEHe-
HUWA B MHOKapjae. DT apUTMUU IOJYYWIM Ha3BaHUE KATEXOJAMHHAIPTUYECKHUX IO-
auMopdHBIX kenynoukoBbix Taxukapauil (KIDKT) [85].

[To3nuee, B 1995 roxy A. Leenhardt et al. ormucanu 21 peGenka ¢ mogoOHbIMU
apUTMUSMH. OTH JI€TH TPOCIEKTUBHO HAOIIOAaINCh B TeueHue 7 JieT. 2 peOeHka 3a
ATOT MEPHUO]T BHE3ATHO YMEPJIH, ¥ 3 HAOII01aIiCh CHHKOIIE BO BpeMs aputmui [142].
B 1997 rony M. Myriantfeis et al. onucanu cembto, B KOTOpOil 2 JeTeil ymepiu BO
Bpems (hM3MUecKUX Harpy3ok B Bozpacte 12 u 16 ner (1 - Bo Bpems miaBaHusi, Ipyrou
BO Bpemsi Oera). Kpome toro, 1 pebeHok u3 31oit cembr ymep B Bo3pacte 19 net mocie
AMOLMOHAIBHOTO cTpecca. 39-IeTHsS MaTh ATUX JIETEW UMENA B MOJIOAOCTH MIPUCTYTIBI
cuHkone. Bo BpeMsi mpoBeAeHUs TPEAMUI-TECTA y ITOM >KEHIIUHBI BOSHUKIM TOJIH-
TOMHBIE JKETYJOUYKOBBIE SKCTPACHCTOJNBI C MOCIEAYIOUMM Pa3BUTHEM NOJUMOP(HOI
KEITyA0UKOBOU TaxukapAuu. CTpyKTypHbIE U3MEHEHHUSI B MUOKap/I€ y 3TON KEHIIIMHbI
orcyrctBoBanu [173].

Hakonen, yxe B 2002 roxgy S. Priori et al. onucanu 30 aereit (mpodaHmoB) ¢
HOJUMOP(HBIMH KEITYA0YKOBBIMU TaXUKapIUSMHU, BOSHUKAIOIIMMH BO BpeMsl (Husu-
YECKUX WJIM SMOLMOHAJIBHBIX HArpy30K, PU OTCYTCTBUU CTPYKTYPHBIX N3MEHEHUN B
MuoOKapze u npu HopmaiabHoM uHTepBasie QT. YV 12 u3 Hux 6butn nonmuMopdHbIE xKe-
JyJTOYKOBBIE TaXUKapauu, y 14 — AByHanpaBIICHHbIE KEITYJOUYKOBBIE TAXUKAPIAUU U Y
4 nepBoil 3aUKCUPOBAHHOM KEITYyAOYKOBOW apuTMuel Obuta (GUOPUILISLIMS HKely-
noukoB. MccnenoBano takxke 118 poAacTBEHHUKOB 3THUX IpoOaH10B. XKemy10uKOoBbIe
TaxUKapauu 3a(UKCUpPOBaHbI TOJBKO y 9 u3 Hux. Ilpu renernyeckom ananuze y 14
u3 30 npoOGanoB B Xxpomocome 1q42-43 oOHapykeHa MyTalusl T€Ha PUaHOIUMHOBBIX
pernentopoB (hRyR2), perynupytommx BbICBOOOXKIEHHE KaJbIMs M3 CapKoIlja3Ma-
TUYECKOTO PETUKYJIyMa U CONPsLKEHHE BO30YKJIEHUS M COKPAIICHUS B KJIETKaX MUO-
Kapaa. ABTOPBI MOJArar0T, YTO Y 5 MALMEHTOB BbISBJIEHHAS MyTalus Oblia CIIOHTaH-
Hoii (de novo). MyTarus 3Toro reHa oOHapyXeHa Takke y 9 poJICTBEHHUKOB Hally-
€HTOB, HO TOJBKO Y 5 U3 HUX HAOI0IATINCh KETYJOUYKOBbIE apUTMHHU, TIPOBOIHPYE-
Mble ¢u3nueckumMu Harpy3kamu. [1o nanusiM S. Priori et al., TeueHue ey 104KOBbIX
ApUTMUNA W MPOTHO3 Yy OOJIbHBIX C BBISBICHHON MyTaiuei renHa hRyR2 O6wumn Gosee
TsDKEJBIMU B cpaBHeHUHU ¢ 00bHBIMU KIDKT 6e3 BoisiBIeHHBIX MyTanui [191].

Onexktpokapauorpaduueckas kaptuHa KIDKT (puc.1.4.1.) HanmomMu HaeT apuT-
MUH, BBI3BAHHBIE MEPETPY3KON MUOLMTOB KaJbLUEM MPH TIFOKO3UIHOW MHTOKCHUKA-
nuu. A. Leenhardt et al. [142] ormeuanu onpenenennoe cxoactBo Mexay KIDKT u
apUTMUSIMH, CBA3aHHBIMU C yJIMHEHUEM nHTepBana QT.

Kpome toro, y 6onbabix KIDKT Bo Bpems ¢u3nueckux Harpy3oK WIH MOCIE
BBEJICHUS M30IIPOTEPEHOIa HAOII0JAIOCh YATUHEHHE KOPPUTUPOBAHHOTO MHTEPBAIa
QT. V¥ nekortopsix wieHoB cemeit 0osbHbIX ¢ KIDKT naGmonanoch yanuHeHue MH-
tepBasia QT. Hakonen, BceMu aBTOpamMu OTMeHaeTcss NMpoQuiiakThuyeckui 3¢ dext
neuenus B-anpeHobiokaTopaMu Kak O0JIBHBIX C Y/UIMHEHHBIM HHTEepBajioM QT u xe-
JTYJOYKOBBIMH TaxuapUTMusIMH, Tak U 00abHBIX ¢ KIDKT 0e3 ynnunenus uarepsaia

15



QT. TloaToMy mpemsioxkeH Jake TEPMUH «CHUHIPOM yIMHEHHOTO mHTepBana QT c
HopMasibHBIM QT» [141].

Puc. 1.4.1. OKI kaptuna noauMopdHO Kery109K0oBOM Taxukapauu [142].

[Tpodunaktuka aputmuii y 6onbHbix ¢ KIDKT nmpoBoautcs B OCHOBHOM, Kak
YIOMHUHAJOCh BbIlIe, § -agpenoOnokaropamu. [lo nanusiMm A. Leenhatdt, BHe3anHas
cepAeyHass cMmepTh HaOmoganack y 4 wu3 38 OoJbHBIX, NoJy4YaBIIUR -
anpeHo6sokaropsl (10,5%) uy 10 u3 21 (48%) GonbHBIX, B -agpeHO10KaTOPHI HE TTO-
nayuaBimux. Ho mpumepno B 30% ciyuaeB npuxoautcst umruiantupoBath AKJL (143).

2. APUTMOTI'EHHASA AUCIIJIA3UA ITPABOI'O KEJIY JOYKA.

AputMmoreHHas nuciiazusi npasoro xenyaouka (AJIDK) seasercs ogHol u3
dbopM KapIMOMHOIIATUH C TIEPBUYHBIM TTOPAKEHUEM TIPABOTO JKEITYJ0UKa U CEMEHHOM
MIPEIPACTIONOKEHHOCTHIO K 3a00JIeBaHUI0. TUIMTUYHBIM KIMHUYECKUM MPU3HAKOM 3TO-
r0o 3a00JIeBaHUS SBIISIETCS BOBHUKHOBEHUE JKEITYIOUKOBBIX ApUTMUI ¢ KOH(pHUTyparueit
komruiekca QRS mo tumy 65okazs! 1eBoit HOXKH mydka ['uca. Yarie Bcero sty aput-
MHUH BO3HUKAKOT B MOJIOJOM BO3PAacT€ U MOTYT IPUBOJUTH K BHE3AIHOW CMEPTU. Y
6ompHBIX AJIIDK MOTYT BBISBISTBHCS CTPYKTYpPHBIE HApyIICHHs MHUOKapja IMPaBoro
JKEJyI0UKa, KOTOPBIE BAPBUPYIOT OT €/1Ba Pa3IMUMMBIX aHEBPU3M CTEHKH IIPABOTO
KEIyZI0UKa BHYTPU TaK HA3bIBAEMOI'0 «TPEYrOJbHUKA JUCIUIA3UW» A0 TII0OATBLHOrO
3aMEIICHUS] COCTMHUTEIRHON U ®KUpoBoi TKkaHbto («fibrofatty infiltration») muokapna
paBoro xenyaouka [128].

Pacripoctpanennoctes A/IIDK o cux mop mano uzydena. iMerorcst JaHHbIe, 4TO
yactota BbisiBIeHUS AJ[IDK cocrasisier 1 ciyyait Ha 5000 xutenen [3]. B 1o ke Bpems
cuntaercs, uto AJITDK siBisieTcs oqHON M3 YacThIX MPUYUH BHE3AIMHON CMEPTH y MOJIO-
JIBIX TIAIIMEHTOB M, B YaCTHOCTH, Y CIIOPTCMEHOB. 3a00J€BaHME Yallle BCTPEUYaeTCs y
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MYKUUH, YeM Y KEHIIHH, B cooTHomeHnuu 2,7:1,0. Basso et al.[43] BeyiBuHyIM 4 TEO-
pun st oowbsicnenust naroreneza AJIIDK. CornacHo 1 xonuermuuu, AJAIDK sBisiercs
CJIEJICTBHMEM arornro3a (IIporpaMMHpPOBAHHOM THOEIM KapJUOMHOIIMTOB), C IPOrpec-
CUBHBIM YMEHBIIIEHUEM MBIILIEYHON MacChl MPABOTO >KEIyA0YKa U 3aMEUICHUEM MHO-
KapJa COSIUHUTENILHON TKaHBIO, YTO CIIOCOOCTBYET BO3HUKHOBEHHIO SJICKTPUUYECKOMN
HECTAaOUJILHOCTH TIPABOTO JKEIYJ0UYKa C YIPO30M pa3BUTHS YKU3HEOMACHBIX apUTMUH.
Juzontorennast reopus paccmarpuBaeT AJIIDK kak BpOXKIAEHHYIO MATOJIOTUIO CEPALIA,
IIPU KOTOPOW HEHOPMAJIbHOE PA3BUTHE MPABOTO KEITYJI0UKa COMPOBOXKIAACTCSA JTUCILIA-
3uei 3Toro otaena cepaua. JlereneparuBHas teopus npenmnosnaraer, uro AJIIDK saBis-
€TCs TMAaTOJIOTHEeW MeTaboiM3Ma C MPEUMYIIECTBEHHBIM MMOPAXEHUEM IPABOTO KEITy-
JIOYKa, MPOSIBIIAIONICHCS B IPOTPECCUBHOM YMEHBIIIEHUH KOJIMYECTBA KapIMOMHUOILINTOB
¢ 3ameleHreM ux GuOpO3HOH U KUPOBOI TKaHBIO. BocnanurenbHas Teopust OObICHSET
3aMEILEHUE KapIMOMHUOLIMTOB KUPOBOM U COEAUHUTENILHON TKAHBIO CIIEJICTBHEM IEpe-
HECEHHOT0 MUOKap/IUTA.

Psn myOnukanuii CBHAETENBCTBYIOT O YacTOM CEMEHHOM BO3HUKHOBEHUH
AJIDK. Yacrtora nosBinenuss AIDK y KpOBHBIX pOACTBEHHUKOB, IO JaHHBIM pa3-
JUYHBIX aBTOpOB, Bapbupyer oT 15 go 50 %. IlpeoGmamaer ayTOCOMHO-
JIOMUHAHTHBIM THUIl HACJIEIOBAaHUSI C PA3JIMYHON CTENEHBIO TEHETPALMU W TOJIU-
MopdHON (eHnoTunuueckoil sxkcnpeccueid. Hambonee vyacto (1o 50% omnucaHHBIX
ciaydaeB) cemeiiHas ¢gopma AJIIDK, nmepenaromasicss mo ayroCOMHO-AOMHUHAHTHOMY
THUITY, BBIsBIIsSIETCS B Benennanckoi oomactu [43, 189, 190].

CBoeoOpaszubsiM BapuantoM AJIIDK sBrisercs dopma apuTMOTEHHON Kapauo-
MHUOIATUH MPABOrO KEIMyJAO0YKa B COYETAHWU C JIaJIOHHO-TIOJOIIBEHHON KepaTolaep-
MUEHd U TPpyObIM OBOJIOCEHHEM (IIIEPCTUCTHIE BOJIOCHI) KOKHBIX MOKPOBOB («wooly
hair»), BeIsiBIEeHHas cpeau 25 skurteneld U3 12 cemeit rpeueckoro octpoa Hakcoc
(«Naxos disease»). OroT Bapuant AJIIDK nmepenaercs mo ayToCOMHO-PELIECCUBHOMY
TUITY, U CEMEIHOE HAaKOIUJIEHUE 3ToM maronoruu gocturaet 90% |[3, 43, 44, 83]. Un-
TEPECHBIM TMPEACTABIISETCS UCTOPUUIECKUN (DAKT, 9TO OCTpoB Hakcoc mBakIbl OKKY-
nupoBayics BeHermanckon pecmyOImKoi.

I'enetnueckue Hapymenus, cBsa3zanuble ¢ AJIIDK, maentuguuuposanst B 14
XpoMmocoMe U coBceM HeaaBHO B 1, 3 u 10 xpomocomax [3, 89, 190, 198, 220]. My-
TallUl B T€HE, OTBETCTBEHHOM 3a PUAHOJIMHOBBIM PEIENTOpP, HANWJIEHBI B YETHIPEX
paznuuHbIX cembsax B CeBepHoit Utamuu.

PuanoauHOBBINM perienTop, SBISSICh BHYTPUKICTOUHBIM KaJIbIIMEBBIM KaHAJIOM,
PacnoyIoKEHHBIM Ha MeMOpaHe CapKOIJIa3MaTUYECKOr0 PETUKYJIyMa, UTPAET KItoue-
BYIO POJIb B COMPSIKEHUU BO30YXKACHUS U COKpALIEHUU MBIIIBI cepaia. OH KOHTPO-
JUPYET BBIXOJ KalbllMs U3 CapKOIUIa3MaTUYECKOr0 pEeTUKYyJIyMa B IuTomiamy. [le-
¢deKT 3TOoro perenTopa BeIeT K HapYIICHUIO KaJbIMEBOI'O FOMEOCTa3a C MOCIEAYIO-
el rudenbo Kap JMOMHUOLIUTOB.

MonekynsapHbIi aHaau3 moka3ai qeeKT B reHe, OTBETCTBEHHOM 3a IJIaKOTJI0-
OWH B OJTHOM CEMbE U 3a JIECMOTJIIOOMH B TPEX CEMBbSIX.

[TnakornoOMH U JeCMOTIIOONH SIBIISFOTCS TPOTEWHAMH, TOJIEPKUBAIOIITUMU
CBsI3b JECMOCOMAJILHBIX KJETOK. Hapyrnenue GyHKIHH TeCMOCOM MOXET BECTH K
rudeny KapJuOMHUOIIUTOB O/ BO3ACHCTBUEM MEXaHUYECKOTO CTpecca.

B tabmune 2.1. npeacrasnensl tunsl AJIIDK B 3aBHCHMOCTH OT reHeTHYE-
ckoro nedekra [3].
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B nacrosimee Bpemsi Hanbosee xopoiio uzydenbl 1 u 2 tunsl AJIIDK [198,

220].
Taomuna 2.1.
I'enetnueckue aedexTsl, acconuupoBanubie ¢ AJITTDK
Tun AJIIDK | AsTop Berok Apomoco- | | T Hacnesona-
Ma HUS
AJIDK1 Rampazzo, | Puanogunossiii | 14q24.3 | RYR | AyrocomHo-
1994 penenTop 2 | AOMUHAHTHBIN
AJIDK2 | Rampazzo, | HEM3BECTHBIN 1q42 AyTOCOMHO-
1995 JIOMUHAHTHBIN
AJITDK3 Severini, HEU3BECTHBIN 14qllql2 AyTOCOMHO-
1995 JTOMUHAHTHBIN
AJIIDK4 | Rampazzo, | HEU3BECTHBIN 2q32 AyTOCOMHO-
1997 JTOMUHAHTHBIN
AIIDKS | Ahmad, HEU3BECTHBIN 3p23 AyTOCOMHO-
1998 JIOMUHAHTHBIN
AIIDK6 | Li, 2000 HEU3BECTHBIM 10p12p14 AyTOCOMHO-
JTOMUHAHTHBIN
AJIDK7 | Melberg, HEU3BECTHBIN 10g22 AyTOCOMHO-
1998 JTOMUHAHTHBIN
AJIIDK8 | Rampazzo, | nieCMOIUIaKHUH 6p28 DSP | AyrocomHo-
2002 JTOMUHAHTHBIN
Naxos  dis- | Coonar, IUTaKOTJIOONH 17921 JUP | AytocomHo-
ease 1998 PELMCCUBHBIN
AJIDK ne- | Frances, HEU3BECTHBIN 14g24q AYTOCOMHHO-
mudd. Tun | 1997 terminal PELMCCUBHBIN

Jloxkycst AIIIDK] naxomstca Ha xpomocome 14 [14q 12-22 14q23-q24]. Otot
PErvOH T€HOMa COJIEP>KUT TeHbl OeTa-CIIeKTpUHA U alb(ha-aKTUHUHA, MyTaIlM KOTO-
PBIX TIPEANOI0KUTEILHO MOTYT OBITh CBsI3aHbI ¢ pazButueM A JIITK.

Jlokyc AJITDK2 cBsizan ¢ nateHTHOM (hopmMoit 00JI€3HH, XapaKTEPU3YIOIIecs
Taxukapauel npu QU3nYecKod Harpy3ke M KapTUpoBaH Ha xpomocome 1q42-43 B
MHTEpBAJE, COAEP/KALIEM I'€H O-aKTUHUHA 2.

[Tpumeuarenbho, uyto oba nokyca AJ[IIDK kapTupoBaHbl B pailoHE TEHOB aKTHU-
HUHA. AKTUHUH, MPUHAJIEKAIMNA K MYJIbTUTEHHOMY CEMENCTBY CIEKTpHHA, MOKa-
3bIBAET BBICOKYIO CTENEHb TOMOJOrMU ¢ N- KOHLEBBIM JOMEHOM auctpoduna. [Ipu-
HAMAas BO BHUMAHHE CXOJICTBO JIET€HEPATHUBHBIX IPOLIECCOB B CKEJIETHBIX MBIIIIAX
npu quctpodun romenHa / bekkepa u aucrnaszuu muokapaa npu AJIIDK, rens ak-
TUHWHA MOXXHO PAacCMaTpUBaTh KaK BEPOSTHbIE KaHIWJATHbIE T€Hbl apUTMOTE€HHOM
IUCIUIa3UM TPaBOro >kenynouka. Xord y OonbHbIX AJIIDK anomanuu ckeneTHoi
MYCKYJIaTypbl HE HalIeHbI, a yyacThe akTuHUHA B 3kcripeccun AJIIDK He mokaszano,
ATy BO3MOKHOCTH HE CJIEJTyeT MOJTHOCThIO COpachiBaTh co cuera [18].

B 1998 rony L. Carvajal — Huerta [44] Obut onricaH CHHIPOM, MPOSIBIISIOIIN-
Csl MOpaXCHUEM CepJla U KOXH, CXOAHBINM ¢ Ooye3Hbto Naxos, 3a UCKIOUYEHHEM
JIByX MOMEHTOB: PAaHHEE W BBIPAKECHHOE MOPAXKEHUE JIEBOTO KEIYJ0UYKA U BBISBIIC-
HUE MPU THCTOJIOIMYECKOM HCCIIeOBaHUU (PUOPO3HOro 3aMelieHus MHOKapaa 0e3
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YKUPOBOTO MEPEPOKACHUS. ITO 3a00JIeBaHKE, HA3BAHHOE MO0 UMEHH OMMCABIIETO €ro
aBTopa (6osie3up Carvajal), 00ycClIOBJI€HO TOMO3UTOTHOM MyTallMel reHa, OTBETCTBEH-
HOTO 3a CUHTE3 JIECMOIUIAKMHA U NIEPENAETCA 110 ayTOCOMHO-PELIECCUBHOMY THITY.

bonesns Hakcoca oOyciioBiieHa HapymieHusiMu B 17 xpomocome [83] u cBs3a-
Ha ¢ HapyuieHueM oOMeHa riakorjgoouHa. Beisisnenne AJIIDK nomxHO SBUTHCS MO-
Ka3aHUuEeM JUIsl 0053aTesIbHOr0 00C/IeIOBaHUSI MPSIMBIX KPOBHBIX POJCTBEHHUKOB, B
CBSI3M C T€M, YTO 3TO 3a00JIeBaHUE YAaCTO UMEET CEMEMHOE HAKOIUJICHHE M MOBBILICH-
HBIM PUCK BHE3AITHOW CMEPTHU.

B nacrosmee BpeMs omnucanbl aBa Mopdonornueckux Bapuanta AJIITK: xu-
pOBOE 3aMeleHue U coueTanue Guoposa ¢ KUPOBBIM 3amerieHueM [43].

XKupoBasi dopma xapakTepuU3yeTcsi TOUTH TOJIHBIM 3aMEIICeHUUM MHOKap/a
YKUPOBOU TKaHbIO 0€3 UCTOHYEHUSI CTCHKH KEIIyJI0YKa C MPEUMYIIECTBEHHBIM MOpa-
KEHUEM TMPaBOro >Kemynodka. PuOpO3HO-KUPOBOW BapHAHT MPOSBIAECTCS 3HAYU-
TEJbHBIM UCTOHYCHUEM CTEHKH MPaBOTO KEJIYyJA0YKa C BO3MOXKHBIM BOBJICUYCHUEM B
MaTOJOTUYECKUI MTPOLIECC JIEBOTO KETYT0UKA.

Kpowme Beiieykazannbpix nsmMmeHeHud, npu A /[I1K MOryT BBIABIATECA U ApYTUE
aHATOMHYECKUE MU3MEHEHUs, MPOSABIISIOIIMECS PA3IMYHON CTENEHU NUisATaluend npa-
BOT'O JKEIYJ0YKa, MOSBICHUEM aHEBPU3M M TMIIOKMHE3UEH Pa3IM4HbIX CErMEHTOB.
AHaTOMUYECKHE U3MEHEHUSI HaubOoJIee YacTO BBISBISIOTCS B TaK Ha3bIBAEMOM «Tpe-
YTOJBHUKE JUCIUIA3UIY, BKIIOYAIONIEM B CE0sl MPaBOXKEIYA0UYKOBYIO CYOTPUKYCITHU-
JATbHYIO0 00J1aCTh, BEPXYIIKY U apTEPUAIbHBINA KOHYC MPABOro Xemyaouka [128].

— P
o Vent. | rate! I 59..EI|F.’H
|..RRlintenval| i 140/ ins
|11@RS| i duration || |168]|ns |||
11'aT4QTe!l|l] 1508499 |lims 1|

P-R-T/axes |'501/69 |24

{Referred by: .| . Unconfirntd'

Puc.2.1. OKI" mamuenta ¢ AJITK.
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Knunnueckue mnposinenus AJIIDK MoryT ObITh pa3ivMyHbIMHU, MOCKOJIBKY
AIIDK sBnsieTcst 3a001€BaHUEM C MOCTENEHHBIM MPOTrPECCUPOBAHUEM MATOJIOTUYe-
CKOT0 Tpollecca U CUMIITOMAaTUKAa MOKET OBbITh PA3JIMYHOM Yy pa3HBIX MAIlMEHTOB B
3aBUCUMOCTH OT Meproa 3a0oieBanusl. B TUIIMYHBIX cioydyasx 3To 3a00JieBaHKE MPO-
ABJISIETCS] MPABOXKEITYJOUKOBOM Taxukapauei ¢ koHpurypanuei komriekca QRS Bo
BpeMsl TaXMKapuu 10 TUITY OJIOKaabl JIEBOM HOXKKHM IMyuka ['uca.

B T0 xe Bpemsi BcTpewatorcs acumnromaruueckue hopmer AJITDK, dhopmbl
AJIIDK ¢ ToTanbHOW cep/ieuHOM HEIOCTATOYHOCTHIO B COUCTAHMHM W 0€3 HaJudus
CepJICUHbIX apUTMHUIL, a TAK)Ke CIydau BHe3amHo cMepTH, ooyciosineHHbie AJIDK y
MOJIOABIX MALUEHTOB U CLIOPTCMEHOB.

Ha OKI' y 6oxpabix ¢ AJITDK (puc. 2.1.) 0oOBIYHO BBISBISECTCS PETYIISPHBIN
cuHycoBbIl puT™M ¢ ymupenremM QRS 6onee 110 mcek B orBenenun V1, Hamuuem
AIICUIIOH-BOJHBI cpa3y 3a QRS koMmiekcoM, NperuMyIeCTBEHHO B OTBEACHUSIX V| —
V3 u otpuniatensubiM 3yoriom T B V| — V3 . Pexxe BcTpeuaercs yBeIudeHUE aMILIN-
Tyasl 3yona P 6onee 2,5 mB, Huskuii BonbTax komiuiekca QRS u orpuiiarenbHbie
3younl T B otBenenusix 11, 111, u AVF.

McKenna et al. [162] npennoxunu nis quarHoctuku AJAITDK paznuunbie qu-
arHOCTUYECKUE KPUTEPUHU, KOTOPHIE BKIIIOUAIOT B C€0sl CTPYKTYpPHBIE, TUCTOJIOTHYe-
CKHE, AJIEKTpOoKapauorpaduyeckue, apuTMUUECKUe U reHeTudyeckue ¢GakTtopsl (Tad-
numa 2.2.).

Tabmuma 2.2.
Juarnoctuueckue kpurepuu AJ{ITK.

1. CeMeliHblii aHAMHE3
bonbmme | *Cemeiinble ciydyan AJIIDK, moaTBep>kaeHHbIE ayTONCUEW WM TIpU
ONEPATUBHOM JICYEHUU;
Maunsie *CeMeilHbII aHaMHE3 CIIy4aeB BHE3aIMHOW CMEPTU B MOJIOJIOM BO3pac-
Te (Mosoxe 35 ner), npeanonoxurenbHo Beaencreue AJIIDK;
*Knunnueckue npuszHaku AJIIDK y poqcTBEHHUKOB;
2. OKI'- u3MeHeHus npoieccoB JeNnoysipu3auy / HapylueHus: IpOBOJUMOCTH
bonpmne | *Hanmuuue 3OCUIIOH-BOJIHBIL WM W30JUMPOBAHHOE  PACIIMPEHHE
(>110mcek) QRS koMmIuiekca B mpaBbIX IPYIHBIX OTBeAeHHIX (Vi —
Vs);
Masnsie *BpisiBieHMe  NO3AHMX ~ MOTEHUMAJIOB MpPHU  3alUMCU  CUTHAJI-
ycpennenHon OKT;
3. Hapymenust OKI'- mpornieccoB penosisipuzanuu
Maineie =Otpunarensubie 3youst T B v, — v3 y manueHToB cTapuie 12 jet npu
OTCYTCTBHMHM OJIOKA]IbI TPaBOM HOXKKH Imy4ka [ 'nca;

4. Apurmun
Mauibie *[lapokcu3MainbHas WM Henapokcu3MallbHas (popma MpaBoKeTy104-
KOBOM Taxukapauu ¢ KoHpurypauueil komruiekca QRS Bo Bpems Ta-
XUKapJIuu MO TUILY OJI0OKabl JIEBOM HOXKKU Iyuka ['Mca, BbIsIBIEHHAs
npu 00bruHbIX DK, mpu X0ATEpOBCKOM MOHUTOPHUPOBAHUU WU BO
BpEMSsI HArpy304HOU MPOOBI;
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5. I'moGanpHOE W/WIIM pErHOHAIbHOE HApPYIICHHE MHUOKApIUATbHONW (QYHKIMH U
CTPYKTYpPHBIC N3MEHEHUS

bonbmme *BripaykeHHas muiaTaus U yMEHbIIIeHne (Ppakiuu BeIOpoca MmpaBo-
ro XKenyJouka ¢ uiau 0e3 (MU TOJBKO YMEPEHHBIM) BOBJICUEHHUEM
JIEBOTO KEITy0UKa,

*Hanmuure 10KkaabHBIX MPaBOKETY0YKOBBIX aHEBPHU3M (aKHMHE3HS WU
JIMCKUHE3US Pa3HbIX OTAEJIOB C JHACTOINYCCKUM BBITISTIMBAHUEM);
*BripakeHHas CerMEHTaIbHAs TUIISITAIHS PABOTO JKETyI0UKa,
Maubie *VYMepeHHas Tio0allbHas [WiIaTalsl TMPaBOro JKeMyJouka W/Hiu
yMEHbIIIeHHe QpaKIuy BEIOpoca 0€3 N3MEHEHHUS JIEBOTO JKETy/I09Ka,;
*YMepeHHas CerMeHTalIbHAS JUIATAIUs TPABOTO JKEIyI09Ka,;
*PerroHanbHas TMIOKWHE3WSI PABOTO JKETYI0YKa,;

6. XapakTepucTUKa TKAaHU CTEHKHU

bonpmme *DuUOPO3HO-KUPOBOE 3aMENICHWE MHOKapAa TMpH SHIOMHUOKAp.IU-
aJbHOM OMOTICHH

Jlns nmocranoBku auarHosa AJIIDK wHeoOxomumo Hamuume auO0 2 OOJIBIINX
KpUTepueB, 1100 1 G0JBIIOro U 2 MallbIX KpUTEpUEB, TMO0 4 Manbix KpuTepues. i
BBISIBJICHUS (YHKIIMOHAIBHBIX M CTPYKTYPHBIX HAPYIICHHH PEKOMEHIYETCS MpuMe-
HeHHue 3xokapauorpaduu, anruorpaduu, AMP-Tomorpaduu u npaBoxeny109KOBON
PaAMOHYKIIMTHON aHTHOTpadum.

30JI0TBIM CTaHJIapTOM TMOcTaHOBKHU auarHo3za AJIITK morio 661 ObITH THCTONO-
IMYECKOE BBISIBIICHHE TPAHCMYpPaIbHOTO (hUOPO3HO-KUPOBOTO 3aMEIICHUSI MUOKap/ia
IIPABOrO KEMYI0YKa IPU ayTOIICUU WM BO BpeMs omnepanuu [3, 128, 133, 162]. Tem
HE MEHee, MUOKapaualibHash OMOICHS MMEET HEIOCTaTOYHYH YyBCTBUTEIBHOCThH B
CBSI3U C CErMEHTApHOM MPUPOJION MOPAKEHUM, a TakKe H3-3a TOro, YTO OWMOITAThI
OepyTcs, B OCHOBHOM, U3 MEPETOPOJKH, TOTJAa KaK TUIHUYHBIE U3MEHEHUS TMpU
AJIIDK BBISBISIIOTCS, B OCHOBHOM, B CBOOOJHOHM CTEHKE IIPaBOIO JKEIyaoukKa, TJie
3aMEIICHHUE KUPOBOU TKAHBIO WJIET OT dIUKApIUaIbLHON 001acTh MUOKapAa K dHJI0-
KapauanbHoOu. J[axke B ciydasx B3aTus 00pasioB JJII TUCTOJIOTUYECKOTO HCCIIeI0BA-
HUS U3 CBOOOJHOW CTEHKH MPABOTO >KETYy/I0YKa, YYBCTBUTEIBHOCTh 3TOTO METOJIa B
nuarnoctuke AJIIDK cocraBnser 67%, a cnenuduadaocts — 92% (OCHOBBIBAsICh Ha
KpuTepuu Haiauuus xupa 6omxee 3% u He meHee yeM 40% (uOpo3HOM 3amenieHnu
Muokapza). Takxke HEOOXOUMO OTMETUTh, YTO 3HAUUTEIbHAS KUPOBas UHOUIBTpa-
1Ms TIPABOro »KeIyaouka BbIsBIsieTcs Ooisiee, yeM B 50% ciydasx HCClIeIOBaHUI
cepAla y MOXKWIbIX MallMeHTOB. BHyTpuMuOKapuanbHas kupoBasi MHOUIbTPALIMS
nepeHel 00JacTh BEPXYILIKHU MPABOTO KeNyA0uKa BhIsIBIsieTcsl B 15% ciiyyaeB KOH-
TpOJIbHOUM rpymnmbl. [103TOMy, BBIsSIBICHUE KUPOBOM MHOUIBTpAIMM MHOKapja mpa-
BOTO JKEIyJ0YKa HE MOXET OBITh CHEHU(PUISCCKAM MPU3HAKOM JUIsl YCTAHOBIICHUS
muarHo3a AJIIDK. B OonbmuMHCTBE Ciy4yaeB MPOBEAEHUE SHIAOMHOKApIUaIbHOM
ouoricuu ¢ nenplo noareepxkacHus auarnoza AJIIDK He pekomeHmyeTcs, Tak Kak
CTEHKa IPaBOro XeIyJ0ouKa OYeHb TOHKAas W OMOICHS 3TOH OOJACTH MOXKET OBIThH
ornacHa u3-3a nepGopaiuu U pa3BUTHUS CEPJICUHON TaMITOHABI.

Huddepennmansupiii quarno3 AJIIDK npoBoauTcs ¢ UIUONATUUECKON Juiia-
TallMOHHOW KapJUOMHUONATHEN U aHOMAaJIMel YIa, KOTOpas XapaKTepu3yeTcsl BbIpa-
KEHHBIM HCTOHYEHHEM CTEHKH IPaBOro >KelyJoyka (Mo TUIY «amupocHOi Oyma-
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I'M») U3-3a MOYTH MOJIHOTO OTCYTCTBUSI MBIIIIEYHBIX BOJIOKOH B MHOKapje. Kpome To-
ro, Npyu aHOMAJIUK YJia OTCYTCTBYET CEMEWHbI aHaMHE3, U 3a00JIeBaHUE OJAMHAKOBO
4acTO BCTPEUACTCS Y MYXYUH U y *KeHIuH. Juddepennmansubiii quarnoz AITDK ¢
UUONATUYECKOW TUIATAIIMOHHON KapJUOMHOINATHEH MOXKET ObITh CIOKHBIM, OJHA-
KO TMIPU 3TOM 3a00JIEBAaHUM UMEETCS TeHEPaIM30BaHHOE MPOrPEeCcCUpYIOIIee Mopaxe-
HUE MHUOKapjia ¢ yMEHbIIICHHEM (DYHKIIMU JIEBOTO KeITyJI04YKa, TOrAa KaK y MalyeH-
toB ¢ A/IITK 06p1uHO MMeeTcst HapyieHne GyHKIIUH IPaBOTO KEIYy0UKa.

Xots B mesnoM nporro3 y narueHToB ¢ AJIIDK cunraercs 6onee 6maronpusr-
HBIM, YEM Y NALMEHTOB C JKEIIYJOYKOBOM TaXUKapAUEH U IMATOJOTUEU JIEBOTO XKeEy-
nouka, Bce xe AJIIDK saBnsercst mporpeccupyronmm 3a06071€BaHUEM C PA3BUTHEM JTH-
00 BHE3ammHOW CMepTH, JUO0 MPaBOKEIYAOUYKOBOW CEPIACYHON HETOCTATOYHOCTH.
Puck neranpHoro ucxona y nauueHtoB ¢ A/[IDK ounenuBaercs 2,5% B roa, U mosto-
My AJIIDK He mMoxkeT OBITh paciieHeHa Kak J0OpoKavyecTBEHHOE 3a00JIeBaHUE, OCO-
OCHHO y MaIlMEHTOB, UMEIOIIUX CUHKOMAIbHBIE AMU30/IbI, SMTU30/IbI BO3BPATHOM Xe-
JTyJI0YKOBOM TaXWKapJAUU U aHATOMHUYECKUE U (YHKIIMOHAIbHbBIE HAPYIICHUS MPABO-
ro xxenynouka [3, 128, 162, 190].

Brigensator 4 knmuauko-narogorndeckux craguu AJ[IDK [3].

1. Ckpsitas cragus AJIIDK xapakrtepru3yeTcsi HE3HaYUTIBHBIMUA CTPYKTYPHBI-
MU HU3MEHEHUSIMU TMPABOro >keayaouka. KiuHuuecku MOTyT ObITh 0€CCUMITOMHBIE
WM MAJIOCUMITOMHBIE KEITYJTOYKOBbIE APUTMHUU, UHOT/A BBISBIISIIOTCS CIIy4ad BHE-
3aIlHOW CMEPTHU, B OCHOBHOM, Y MOJIOAbIX ALIUEHTOB BO BPEMsI 3aHATHUN CLIOPTOM.

2. ApuTMuyecKas CTaus XapaKTepU3yeTCsl HAIMYUEM CUMIITOMATUYECKUX TIpa-
BOXKEITYJIOUKOBBIX apUTMHIL, B TOM YKCJIE U CIIydad BHE3AITHON CMEPTH, B COYETAHUU C
SIBHBIMH (DYHKITMOHATIBHBIMHU U CTPYKTYPHBIMU HApPYIICHUSMU TPABOTO KEITYI0UKA.

3. Cragus mnpaBOXKETyJAOYKOBOM HEIOCTATOYHOCTH, KOTOpas pa3BHUBACTCS
BCJIEJICTBUE MTPOTPECCUPOBAHUS MMOPAKEHNS MBIIIIBI IPABOTO KEIYA0UKa C Pa3BUTH-
€M TJIOOQTBHON MPABOKETYA0UYKOBON TUCHYHKIIMHA MIPU OTHOCUTEIILHOM COXPaHEHUN
(YHKIIHH JIEBOTO JKETyI0UKa.

4. Koneynas ctaaus pa3BUBAETCA IIPU BOBJICYEHUHU B IPOLIECC JIEBOTO XKEITY-
nouka. PazBuBaeTrcs ToTanpHas cepAedHas HEJIOCTATOYHOCTh, U B ATUX CIy4YasiX KJIH-
Huueckue nposisiicHus AJ[IDK HanomMuHarOT CHMITOMATHUKY MpHU JTAJIATAMOHHOU
KapJAUOMHUOIIATHH.

TepaneBTuyeckre BO3MOKHOCTH y nanueHToB ¢ A/[IDK BKIIFOUarOT nmpuMeHe-
HUE AaHTUAPUTMHUYECKUX TMpenaparoB (B OCHOBHOM, COTaliojia, Beparnamuia, f -
0JI0KaTOPOB, aMHOJIapoHa U (pIIeKaMHK[A), TPOBEACHUE KaTeTEepHOU abialu apuTMo-
TeHHBIX 30H, UMIUIAHTALUIO AepUOpUILIATOpa-KapAUOBEpTepa U MPOBEIACHUE XUPYP-
rUYecKuX BMemaTtenbcTB [3, 128, 255]. Karerepnas abnanust apuTMOT€HHBIX 30H SIB-
JSI€TCS AIbTEPHATUBOM Y MALIMEHTOB C JOKATU30BaHHBIM MOPAKEHUEM MPABOTO JKEITY-
JI0YKA U KEITYJOYKOBBIMHU TaXUKapAUsAMH, pedpakTepHbIMU K MEIUKAMEHTO3HOM aH-
THAPUTMHUYECKON Tepanuu. Kpome Toro, mokaszaHo, 4To MPOBEACHHUE KaTETepHOU ab-
Jauuu yaydmaeT 3¢ (HeKTUBHOCTD (apMaKoJIOTUYeCKOW aHTHAPUTMHUYECKON Teparuu:
y 70% manueHToB aHTUAPUTMUYECKHE TpenapaThl CTAHOBITCA (PPEKTUBHBIMU MOCTIE
MIPUMEHEHUS KaTeTepHOM a0Jranmm. NmrutanTanus neuOpUILIATOPOB-
KapJIMOBEPTEPOB MOKA3aHA MAllMEHTaM C BHICOKMM PUCKOM BHE3AIMHOW CMEpPTH, y KO-
TOPBIX aHTUAPUTMUYECKAs Tepanwsl ABIseTcss HedPPEeKTUBHON. XUPYypruaecKrue MeTo-
Ibl JIEYEHUSI, BKIIOYAIOIINE BEHTPUKYJIOTOMHIO U TOTAJILHOE PacCe€YeHHe CBOOOJIHOM
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CTEHKH TPABOTO KEJIyA0UKa, TOJDKHBI UCIIOIB30BaThCs B KpaliHeM citydae. [Ipu Bo3-
HUKHOBEHHUH MPOTPECCUPYIOIIEH MPABOXKETYI0YKOBON HEA0CTaTOYHOCTH U HedhPek-
TUBHOM Tepanuu MoKa3aHa TpaHCIUIaHTaus cepaua [ 128].

3. CHHJIPOM BOJIb®A-TAPKUHCOHA-YAHTA.

Cunnpom Bonbsda-ITapkuncona-Yaiita - WPW (Wolf, Parkinson, White) Obu1
onucad emie B 30-X rogax mpouuioro ctoyieTus. CUHIPOM MPOSBISETCS XapaKTep-
HbIMU n3MeHeHussMU Ha DKI': kopotkuii uatepBan PQ, ymupenusiii kommieke QRS,
HapylIeHUE MPOIECCa PEMOISPU3ALINY KETYTOUKOB M HATMYKME XapaKTEPHOU JebTa-
BOJIHBI B Hayasie komiuiekca QRS. OCHOBHBIM KIMHUYECKUM IPOSIBICHUEM CHHIPO-
Ma SIBJISIIOTCSI TMAPOKCU3MANIbHBIC PEIHUIPOKHBIC (aTPUO-BEHTPUKYIISIPHBIE) TaxUKap-
JIUU, KOTOPbIE BO3HUKAIOT JIUIIL y YaCTU OOJIBHBIX C AJIEKTPOKApaUOTpaduuecKuMu
MPOSIBJICHUSIMU CUHJIpOMA.

Mopdonornueckoit OCHOBOM CHUHIpOMA SIBJISICTCSl HAJIMUKE JIOMOTHUTEIHLHOTO
MyTH TPOBEACHUS MEXKY MPEICEPAUIMHU U KETyI0uKaMu. ITOT MyTh, MOTYyUUBIIUN
Ha3BaHue myuyka KeHra, npencrapiser coO0M MBIIIEYHBIH MOCTHK, BOJIOKHA KOTOPO-
ro 00Jaal0T CIOCOOHOCTHIO K YCKOPEHHOMY IPOBEICHHIO, U MOTYT OBITh PacoJio-
JKEHHBIMM Ha JTI0O0OM Yy4acTKe MpeACEepIHO-MbIIIEYHON Oopo3anl. Hamuuue myuka
Kenra mnpencraBisger co0oil BpokaeHHyl0 aHoMmanuio. Onucannas Beime OKI'-
kaptuHa cuagapoma WPW oOycrioBiieHa npoBeieHUEM BOJTHBI BO3OYXKACHUS OT MPe/I-
CepAuil K XKelyJouKkaM yepe3 my4ok KeHrta, MUHys aTpHO-BEHTPUKYISPHBIN y3en. B
cilydae MpPOBENICHUS Y 3TUX OOJIBHBIX BOJHBI BO3OYKICHHS OT MPEACEpInid K JKely-
JIOYKaM 4epe3 aTpuo-BEHTPUKYJIIPHBIN y3€II 3Ta BOJIHA MOXKET BEPHYTHCS K IIPEACED-
nusiM uepes mydok Kenra. Co3nmaercs kpyroBasi BoJiHa BO30ykaeHUs (pU-€HTPH), KO-
TOpast SABJISIETCSI OCHOBOM MapOKCU3MAIILHON PELUIIPOKHON (OpTOAPOMHOI) TaxuKap-
nud. B yactu ciiydaeB BoJiHA BO30YKACHUS, paCIPOCTPAHUBIIASCA C MPEICepIUil Ha
JKEIyIOYKM yepe3 mydok KeHra, BO3Bpamaercs ¢ KenyI04KOB Ha MPEACEPANs YEPE3
aTPUO-BEHTPUKYJISIPHBIN y3€ll, co37aBasl yCIOBUS JIJIsl TaXUKAPAUU, KOTOpas MOJIy4u-
J1a Ha3BaHUE AHTUAPOMHOU (C HIUPOKUMH KEITYJOUKOBBIMU KOMILIEKCAMM).

CxonHbll, HO 00Jiee pEeIKUil CHHIPOM, Ha3BaHHBIN MO0 UMEHU OMHCABUIMX €ro
aBTopoB (Lown, Ganong, Levin) cuaagpomom LGL, 00ycnoBiieH Hamn4Iuem JA0MOTHH-
TEJIBLHOTO MYTU MPOBEACHUS MEXIY MpencepaAusMu U nyykoM ['uca (mydok [[xeim-
ca). EqunctBennbiM OKI -miposiBlieHHEM 3TOr0 CHHJpOMa BHE MPUCTYMa MapOKCU3-
MaJIbHOM TaXWUKapIWU SIBIACTCS KOPOTKUM uHTEepBai PQ.

Pacnpoctpanennocts cunapoma WPW B 1 - 30 cayuasx va 10000 OKI" [10].
VY GonpmuHCTBa MAaMEHTOB ¢ cuHApOoMOM WPW B ceMmbsX aHaIOTHYHBIA CHUHAPOM
He oOHapyxuBaeTcsi (crmopaguyeckuii cuapoM WPW). V yactu manuueHTOB 3TOT
CUHJIPOM COYETAETCS C BPOKJICHHBIMU Mopokamu cepana. Tak, okono 10% manuen-
TOB ¢ aHomanueil D0mreitHa umeroT cunapoM WPW. C cunapomom WPW moxer
OBITH accOIMUPOBaH AEHEKT MEKIPEICEPAHON U MEXIKETyT0YKOBOM MEPETOPOJIKH,
JUBEPTUKYJIBI KOPOHAPHOTO CUHYCA, TPAHCIIO3UILIMK KPYITHBIX COCY10B [88].

CewmeitHble citydan cUHIpoMa MpeaBo30yxkaenus xemyaoukoB (WPW u LGL)
OB OTMEUEHHI psAIoM aBTOpoB eme 60 et Hazaa. B wactnoctu R. Ohnell B 1944
roJly yKa3bIBaJI HA POJIb HACIEJACTBEHHOCTH B CIydasx CHHApPOMA MPEaBO30YKICHUS
KETYJI0YKOB, MPEANojarajics ayToCOMHO-JIOMUHAHTHBIN THI HACJIETOBaHUS JaHHOMN
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narosioruu [179]. JlokazarenbcTBa HacieaoBanus cuHapomMa WPW mo ayrocoMHo-
JTOMUHAHTHOMY THUITy C BBICOKOW MEHETPaHTHOCTHIO (94%) M KIMHUYECKUM IOJIU-
MopduzmomM mpeactasiensl U. I'. domuHoM ¢ coart. (1990) [21].

Vidailet H.J. et al. [248] BbIIBUIN CHHAPOM TIPEABO30YKACHUS KEITYTJOUKOB Y
13 u3 2343 poactBeHHUkoB (0,55%), 4TO 3HAUYUTENHHO MPEBBIIATIO YACTOTY ITOU
natosioruv B nonyiauuu (0,15%). ABTOopbl MOJYEPKUBAIM 3HAYMMOCTh T€HETHUYe-
CKOTO BKJIaJla B Pa3BUTHE CHUHApPOMA MPEABO30YKICHUS JKEIyJA0YKOB M TaKXKe yKa-
3bIBAJIM HA @yTOCOMHO- JOMUHAHTHBIN TUIT HACJIEIOBAHUS JAHHOM NATOJIOTUH.

Chia B.L. et al. [78] onrcanu cemelHbIil CiTydail KIIMHUYECKOTO TOJUMOPhU3-
Ma CHUHApOMa IpPeaBO30YKICHUS JKEeNyI0uKoB. B 3TOl cembe mpoOaHi, ero oren u
JIBOE U3 €ro MATH OpaTheB MMeNU JoKa3aHHbIN curapom WPW. V Momnomoit cectpsr
nyrarHoctupoBaH cuHapom LGL.

BrisBiensl accoruaruu Hacienyemoit dopmsl WPW ¢ runeprpodudeckoit
kapauomuonaruen (I'KMII). [Ins gaHHOM accoumanyy XapaKTepHO ayTOCOMHO-
JIOMUHAHTHOE HacyenoBanue [158, 248]. O6mupHyo ceMbto ¢ cuapomomM WPW u
I'KMII npencrasuiu MacRae C.A. et al. [154]. B 3Toil ceMbe BBISIBJICHO Haclea0Ba-
HUE COYETAHHOW IMATOJOTUU MO ayTOCOMHO-IOMHUHAHTHOMY THIY C JIOKaJu3alHen
MAaTOJIOTUYECKOT0 T'eHa Ha XpomocoMme 7q3.

Mehdirad A. A. et al. [162] Tak)ke MOATBEPKIAIOT ayTOCOMHO-JIOMHUHAHTHOE
HacienoBanue cuHapoma WPW B coueranuu ¢ I'KMII. Tak, B cembe u3 32 4enoBek
y 20 o6ciie1oBaHHBIX POJACTBEHHUKOB BBISIBIICHBI MPU3HAKU MPEIBO30YKICHUS Ke-
JTyIOYKOB, HAPYUIEHUS aTPUOBEHTPUKYIISIPHOTO NMPOBEICHHUS, BKIIOYAs MOJHYIO aT-
PUOBEHTPUKYJIAPHYIO OJIoKamy, W/uiau runeprpoduueckas kapauomuonarus. ['eHe-
TUYECKUI aHaJu3 B 3TOM CEMbE BBISBUJI MATOJIOTUIO T'€HA B XpoMocome 7q3. Pekom-
OMHAHTHBIC COOBITUS y MTOPAKEHHBIX UHAUBUIOB UMEIU MECTO B F€HETUYECKOM HH-
TepBasie ot 7 10 5 cM.

B 2001 r. M. Gollob u coast. [112] 6but0 MPOBEAEHO KIMHUKO-UHCTPYMEH-
TaabHOE oOcienoBanue 70 4jIeHOB 2 HEPOJICTBEHHBIX cemell (5 mokosenuit). Y 31 u3
70 oOcnenoBaHHBIX ObLIHM BBIABICHBI cuHApoM WPW u runeprpodus neBoro xemy-
J0YKa, HapYUIEHUE aTpUO-BEHTPUKYIIAPHON MpoBOAUMOCTH. [loaTBepKaeHo ayTocoM-
HO-ZIOMHHAHTHOE HACJIEeI0OBaHUE CUHAPOMA MPEABO30YXKACHUS B 3TUX CEMbSX C BBICO-
KOM IeHeTpaHTHOCThIO (99%) u BapuaOenbHON 3Kcrpeccueil. Y BceX MOPaXKEHHBIX
4JIeHOB 2 ceMell Obuia BhIsiBIIeHA MHcceHe myTanusi B reHe PRKAG?2, kotopblit kou-
pyer y 2 cyobenunuity AM® — akTUBUPOBaHHOM NMPOTEeUMHKUHA3bI. [ '€H KapTupoBaH Ha
xpomocome 7q34-36. 1Ipu uccnenopannu JIHK y mopaxeHHBIX pOACTBEHHUKOB BBISB-
JIEHBl aMMHOKHMCIIOTHBIE 3aMEHBI apPTMHUHA Ha MTyTaMUH B no3uuuu 302. Y nanuueHToB
c cemeitHol (opmoii cuaapomMa WPW B oTimdme OT CIOpaidecKuX CIydaceB ATOTO
CHUHJIpOMa TMapOKCU3Mbl (PUOPWUIALIMM — TPENeTaHusl MPeACeparil TOKyMEHTHpPOBa-
muck moctoBepHo vare (38-44% npotuB 15-20% mpu ciopaauydeckoit popme).

B tom ke romy M. Gollob et al. [113] mpeacraBuim HOBYIO MYTallliO B TEHE
PRKAG?2 y nauueHToB ¢ HaClI€ACTBEHHBIM CUHAPOMOM TPeIBO30YKICHUS HKETYI0UKOB,
bubpwusiMen npeacepauii ¥ HapyIICHUSIMU aTPUOBEHTPUKYJISIPHOTO MPOBEACHUS, HO
0e3 runepTpohuiecKoi KapAMOMUONATUH. DTO HOBAas MUCCEHC - MyTallus (3aMeHa apru-
HUHA Ha TTIMLKH) B Y 2 cyobenuumniie AM® — akTHBUPOBAHHOM MTPOTEUHKUHA3HI.

PRKAG2 — ren coctout u3 569 HyKI€OTHI0B, U MyTallil B 3TOM T'€HE MPUBO-
AT K HapylleHuto MHOxecTBa (yHkiui kinetkd. M. Gollob et al. mpennonoxumnm,
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41O OOHAapYyXeHHBIN MoneKysipHbIi AedekT reHa PRKAG2 depes psa MmexaHU3MOB
UHTHOUPYET perpecc JAOMOIHUTENbHBIX MPEACEPIHO-KENYI0UKOBBIX TyYKOB BO Bpe-
Msi (PU3UOJIOTMUECKON cenapaluy KaMep cep/iia B SMOpPUOHAIBLHOM TNepuoje. AKTH-
Balusi AM® — akTUBMPOBaHHOW MPOTEMHKHUHA3bl B OTBET HA [3-aJIp€HEPrUYECKYIO
CTUMYJISILIUIO UTPAET CYIIECTBEHHYIO POJIb B MOSIBIICHUN TaXHUapUTMUM.

"Cornacno nanueiM Arad M. [39], mytaumun PRKAG2 npuBosST K BO3HUKHO-
BCHUIO TaK HA3bIBAEMOW MHUOKAPIUATHHOW METa00JMYeCKOW OOJIe3HH HAKOTUICHWSI,
YTO W MPOSBISICTCS THUNEpTpoduelt MUOKapa, CHHIPOMAMH TIPEIBO30OYKIACHUS Ke-
JYJIOYKOB M HapYIIEHUEM aTPUOBEHTPUKYJISIPHOTO MpoBeaeHus. B ciydae nedexTos
MPOTEMHKUHA3BI YBEIMYCHUE KApIMOMUIIMTOB MPOUCXOAUT 3a CUET PE3KO BhIPaKEH-
HOTO BaKyo0JIe00pa30BaHUsl € TJIMKOT€HONOJOOHBIMU BKIIOYEHUSIMU.

V¥ 3 nauuenToB ¢ ceMeHbiM cuaapoMoM WPW u I'KMII 1. Kimura et al. [133]
oOHapyxuiu myTtauuto B rene tpononuHa I (Gly203Ser) u 2br neneuuto kogona 945
reHa cepAe4YHOro MUO3HMH-CBs3bIBaoIIero Oenka. Takum oOpazoM, coueTaHue CUH-
apomoB WPW u I'KMII moxeT uMeTh pa3innyHyr0 reHETUYECKYI0 OCHOBY U OTJIMYA-
eTCsl KITIMHUYECKON BapruabeIbHOCTHIO.

B 1997 rony snoHckue uccieqoBaTeNN MPEACTABIIA CEMbUA C MUTOXOHIpUAIIb-
HBIM HacJIeZIOBAHUEM CHHJIpOMa MpeaBo30yKIeHus KenyaoukoB [157]. Ouu uccnemno-
Baiu 35 cemeil ¢ HacieaCcTBeHHOM odTanibMorniatueit JleGepa, MposBIISIOMICHCS OCTpOi
U TIOJIOCTPOM OmiaTrepalibHOM MOTEpel 3peHus, BBI3BAHHOW TKEIOW JBYCTOPOHHEH
aTpodueit 3pureapHOro Heppa. Y 5 u3 36 manueHToB (8%) AMArHOCTUPOBAJICS CHH-
JIpOM TIpeBO30YKIEHUS >Kenmy1oukoB. [IpuunHa 3a0051€BaHUsS — MUCCEHC MyTalllH B
komrnoneHnTtax I, III, IV komrmuiekcoB apIxaTenbHOM IEMM MUTOXOHIPUM (MAaTOIOTHUS
muToxoHapuanbHoil JIHK). Llensrit psin mytanuii B mutoxonapuansHoi JJHK, npuso-
JEIIMX K COYETAHWIO CUHAPOMA MPEABO30YKIECHUS KETYJOYKOB U O(QTalIbMOINATUU
JleGepa, B mocieytoeM BhISIBUIN U ONUcAIA Apyrue aBTopsl [86, 100, 230].

Bodegas A.J. et al. cooOmmnum o couerannu cuaapoma WPW u cunapoma bpy-
rajia y 32-neTHero 00JbHOTO ¢ OPTOAPOMHON TaXUKAPAUEH B COYETAHUU C TTOILEMOM
cermenta ST B rpyanbix orBefeHusix V1-V3. Bputa BeimonHeHa abnaius JOMOJHU-
TEJbHBIX MPOBOJAAIIMX MyTEH W UMIUIAHTUPOBAH KapIuOBEpTEp - AeHUOPHILIIATOP
[54].

Poccuiickue nccrnenopareny onucany peiakuil ciaydail, OYUeBUAHO CUETIEHHOTO Ha-
crnenoBanus, cuaapomMa WPW 1 MHOXKECTBEHHOM 5K30CTO3HOM XOHApoaucIuiazuu [ 13].

Nmetotes coobiieHus o psiie MyTaluil B reHaX, KOAUPYIOIINX TPAaHCKPHUIIIMOH-
Hble QakTopsl. ['en TpanckpunironHoro gakropa NKX2.5 kapTupoBaH B XpoMocome
5935[95]. Myranus B 3TOM T€He MPUBOAUT, HAPALY ¢ (PEHOTUTIOM CHHAPOMA MPEIBO3-
OyKIICHUS >KETYJOYKOB, K Pa3BUTHIO MEXIPEICEPAHBIX Ne(EeKTOB U HAPYIICHUI aT-
PUOBEHTPUKYJIIPHOW MPOBOAMMOCTH. Pa3BuTHe aTpuOBEHTPUKYISIPHBIX OJIOKAJ CBS-
3bIBAIOT CO CHWYKEHUEM CHHTE3a MPEUMYIECTBEHHO KOHHEKcHHa 40 u 43 [126].

OnHUM K3 TIOCJIEIHUX T€HETUYECKUX MCCIIEIOBAaHUM JaHHON MaTOJIOTUU SIBJIS-
ercs pabota Kazapunosoit FO.JI. [7]. Hocutenu amnenst A80807 reHa TpaHKpUIIITHU-
oHHoro ¢akropa SP4 u amens Ser 49 rena [3-agpeHOpENENTOPOB XapaKTEPU3YIOTCS
0onee KOpOTKUM 3(PPEKTUBHBIM pedhpakTEPHBIM NMEPUOAOM JOTOTHUTENbHBIX MyTEH
npoBeneHusd. Y aun ¢ cuapomMoM WPW u Hocureneit annens A80807 ormedaeTcs
YBEJIMYEHHE MOJIOCTU JIEBOTO KEIYJ0YKa B AUACTOIY C OJHOBPEMEHHBIM yYMEHBIIIE-
HUEM pa3MepOB JIEBOTO MPEACEPIAUSL.
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Takum oOpa3zoM, HaciaeACTBEHHBIN cuHApoM WPW MoXkeT uMeTh pa3inyHyio
aTHONOTHI0. FiMeeT MecTo JOBOJIBHO YacTasi acCOUMalns HACIEACTBEHHOTO CUHAPO-
Ma WPW ¢ npyrumu HaciaeACTBEHHBIMM CUHpoMamHu, Jaiie Bcero ¢ ' KMII.

4. MEPBUYHASI ®UBPULIALINS IPEJCEPIUN

Oubpmwusaius npeacepauii (OI1) B OOJBIIMHCTBE CiyyaeB BTOPUYHA, T.€.
00yCIIOBJIEHa KaKUM-ITHO0O0 3a00JieBaHUEM CEpAEeYHO-COCYAUCTON cuctembl. Ho, mo
MeHbIei mepe y 1/3 GonbHbIX, sTHONOTHI0 DI ycTanoBUTH He yaaercs. B atux ciy-
qasx roBopiAT 00 wmamonaruueckoi miam nepBuuHod DII (lone atrial fibrillation).
[Ipenmnonaraercs, 4TO B 3HAUUTEIHHON YaCTU CIy4aeB UMONATUYECKas (EpBUYHAs)
®I1 HacnencTBeHHO 00YCIIOBIICHA.

O 3HauuMoOil ponm HacieACTBEHHOCTH B pazButhuu DI mepBbIM BbICKa3alics
H.Gould B 1950 roay [114]. On npennonoxun HacieacTBeHHyto mpupoay OII B He-
CKOJIKUX MOKOJICHUSIX OJHOM CEMbH, HAOMIOIEHUE 32 KOTOPOM MPOA0IIKAIOCH Ha MPO-
TsoKeHuU 36 jier. OCHOBHOE KOJIMYECTBO MyOJMKAIMA O TeHEaJIOrMd MeplaTeabHOU
aputmuM npuxoautcs Ha 90-e roael 20 Beka. B 3THx paboTax onuchIBatOTCS OT/IENbHbIE
CEMbH, CPEJI HECKOJIBKMX YJICHOB KOTOPHIX uMena Mmecto DI /v Tpereranue mpe-
cepauit (TIT) [52, 109, 187]. T. Tikanoja et al. [238] B 1998 roay omyOiMkoBaiu JaH-
Hble HaOMmo/IeHus 3a pazButueM cemeitHoi @I y 2 sMOproHOB Ha 23 u 25 Henensx
BHYTPHYTpOOHOTO pa3Butus. O6a pedeHKa poauiIkch ¢ pojoinkaromeiics OI1.

OcoObIii UHTEpEC MCCIIEIOBATEIN MPOSIBUIN K CEMbSIM, B KOTOPBIX MPOUCXO-
JIUJI0 HAKOIUICHUE HAPYUIEHUW BHYTPHUKETYI0YKOBOW MPOBOAUMOCTH, COYETAIOIINX-
Cs C pa3IMYHBIMU TaxuapuTMHUsIMU. ONUCaHbl CEMBH, Y YIEHOB KOTOPHIX B HECKOJIb-
kX nokoJjieHusix Habmonanace ®II w/umu TII B coyeTanuu ¢ GI0Kag0M pa3IMIHBIX
BeTBeM myuka ['rca wim aTpro-BeHTpUKYIIsipHOi Ookaaou [37,49, 104].

Fox C.S. et al., 1997 [103], yka3biBanu, uro @Il y poauTeneil yBenuuuBaer
pUCK pa3BuTusa GUOPWILISIIIUN Tipecepauid aisa notoMcTBa. Cpean 00CiieI0BaHHBIX
2243 ponctBeHHUKOB - 681 (30%) umenu xota Obl 1 poguTenst ¢ 3aperucTpupoOBaH-
Hou OII. IIpuopurer nmocryaupoBaHus ayTOCOMHO-AOMUHAHTHOU monenn PII mpu-
Hajyexut J. Girona et al. (1997) [110]. Ouu npeacTaBuiiv 2 ceMbH, B KOTOpbIX 20 u3
70 o0cnea0BaHHBIX, UMENH MAPOKCU3MAIbHYIO WM TOCTOSHHYIO (popmy DII.

R. Brugada et al. (1997) [68] npoBenu knmHHYECKOE, dIEKTPOPH3nOIOTHIC-
CKO€ U T€HETHUYECKUE uccienoBanus 3 ucnanckux cemel ¢ @II. ['eneTnueckuil aHanus
BBISIBWI, YTO T€H, OTBETCTBEHHBIN 3a DIl B 3TUX CEMBSIX, JIOKAJTU30BAH HA XPOMOCOME
10q B pernone 10g22-24. I'enotunupoBanue 607bHbIX ¢ DI BBISIBHIIO JIOKYC MAaTONO-
rudeckoro reHa Mexxay D10S1694 u D10S1786. 3aboneBanue HAclIemayeTcsl ¢ BBICO-
KOW NEHETPAHTHOCTBIO. ABTOPBI MPEANOIAral0T KaHAUJAATHBIMA T€HAMH JAHHOM Ma-
ToJioruu — rensl B-agpenopenentopoB (ADRB1), & —agpenopenentopoB (ADRA2) u
rerbl G—npotenH cremieHHoi kuHasbl (GPRRY), kak nokanu3zoBanHbie Ha TOH xe, 10
XpoMocoMe, B Jokyce 23-26. B o0cneoBaHHBIX CEMbSIX MEpIaTesibHAsT apUTMHUSI BbI-
apieHa y 21 u3 49 poacTBeHHUKOB. PONIOCIIOBHBIE 3THX CEMEl MpEeACTaBIEHBI Ha
puc.4. 1. Onun u3 nopaxkeHHsIx posicTBeHHUKOB (II-8) ymep B Bo3pacte 68 neT ot un-
cynbta. [dpyroit poacteennuk (I11-2), ¢ mapokcuaMaabHON MeplaTeIbHOW apUTMUEH C
20 net, ymep BHe3amHO B Bo3pacte 36 jier, HO ayTorcus He mpoBoauiack. U3 19 xu-
BbIX WIEHOB ceMbu 18 nmenu xponuueckyro ®OI1 u 1 - mapoxcuzmansuyto hopmy DI
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Puc. 4.1. PonocnoBnas 3 nucnanckux cemeit ¢ OII [68]

Roden D.M. [204] ompenenun nHacnenctBeHHylo DIl kak MOHOTeHHYIO
apUTMUIO, YTO MPEJIOJaraeT, co CJIOB aBTOPa, BO3MOXKHOCTh paHHEH KOPPEKIUU
3TOro cocTosiuusA. OHAKO JJi1 JaHHOTO HApyUIEHUs] pUTMa XapaKTepHa TeHeTHYe-
CKasi TeTepOreHHOCTh, T.K. OJIMHAKOBAs (PEHOTUIMMYECKAsT KapTUHA MOXKET HalJIto-
JaThCs MPU MyTalMsAX B Pa3IWYHBIX T€HETHYECKUX JIOKycax. Hapsay ¢ jmokycom
®I1, nokanuzoBanHoMm B 10 xpomocome, P. T. Ellinor et al. (2003) [94] xaptupo-
Banu reH @Il Ha npokcUManbHOM JJIUHHOM TJIeue XpoMocoMel 6q 14-16 B unTep-
Baje mexay D6S286 u D651021.

Haxownern, kuraiickue uccnenosarenu [259, 260] uaentuduiupoaiu 2 rexa,
OTBETCTBEHHBIE 3a BO3ZHHKHOBeHHE HaclieacTBeHHo DII. Mimu oka3anuch TeHBI Oell-
KOB KaJIMEBbIX KaHaJOB MUOLUTOB. B wactHocTH, I. Yang et al. [259] coobumnm o
3aMeHe apruHuHA Ha nuctend B no3uiuu 27 rena KCNE2 na xpomocome 21q22.1-
22, Koaupyromero B-cyobeAMHUIYy KAIMEBBIX KaHAIOB JTHU MYTallMHM OKa3ajuch y 2
u3 28 o0clie1oBaHHBIX KUTAaHCKuX cemel ¢ HacneacTseHHou DII. Yang H. et al. [260]
unaeHTuunmpoBamu mytanuio (S140G) rena KCNQI nHa xpomomocome 11pl5.5,
KOJUPYIOIIET0 0i-CyObEeTMHUITY KAIMEBOTO cepAeyHOro kanaina. Bosauknosenue OI1
B JTUX CJIy4asx OOYCJOBJICHO TE€M, YTO IPH OMHCAHHBIX MYyTaIlUSX B ITUX TI'eHaX
(GYHKIMS COOTBETCTBYIOIIMX KAJIMEBBIX KAHAJIOB MOBBIIIAETCS, YTO MPUBOJIUT K YKO-
POYCHUIO TIOTEHIMAaNa NEeUCTBUA U A(PPEKTUBHOIO pedpakTepHOro mepuoaa mpea-
cepauid. Kak ObLIO yKa3aHO BbILIE, NPU MOHMWKEHUU (PYHKIIMU YKa3aHHBIX KaHAJIOB
BO3HUKAET CUHAPOM yminHEHHOro nHTepBasia QT, coorBeTcTBeHHO BapuanThl LQT1
u LQT6. CrenyeT HamOMHUTH TakKe, YTO OJHUM W3 BEAYIIUX (PEHOTHITHMYCCKUX
IPOSIBJICHUI CHUHApOMa KopoTkoro mHTepBanma QT, mpu koTopoM (QyHKIHS Kajue-
BBIX KAHAJIOB MOBBIIICHA, siBIsieTcsl mapokcuzmanbHas OII. Takum oOpazom, npuse-
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JICHHBIEC JIaHHbIE KUTAWCKUX HMCCIIE0OBATENEeH CBUAETENBCTBYIOT O TOM, YTO HEKOTO-
pbie BapuaHThl ceMeHOU PII MOXKHO OTHECTH K KAHAJIOMIATHSM.

YcraHOBJIEHA OTHOCHUTEIbHAs accouuanus HacienctseHHou PII ¢ npyrumu
T€HHBIMH HapyUIEHUSIMU: CUHAPOMOM YAJIMHEHHOTro uHTepBasia QT, nunsraunoHHOM
KapJMoMHonaTeu, runeprpoduyeckoi kKapauomuonarueit, cuaagpomom WPW. B
2000 rony E.A. Sparks et al. nomoxwi o copokajJieTHEM HaOIIOJICHUM 3a JIEBATHIO
MOKOJICHUSIMH OJTHOM CEMBbU C HACJEJICTBEHHOM Kapaumomuomnatuei. Y 106 denoBek
u3 325 obcnenoBanHbiX ObUIa BhIsiBIeHa OIT [221].

Olson T. M et al. (2005) ycranoBunu muccenc- myraiuto (D1275N) rena Ha-
TpueBbIX KaHaloB SCNSA y ManueHToB ¢ TWIATALMOHHON Kapauomuonatuii u @I
[181]. Gruver E.J. et al. [116 ] BbIABHIIM MUCCEHC MyTaluio (3aMeHa aprMHMHA Ha
TUCTUIMH B 663 MO3UINK) B TSHKEION e CEPACYHOTO [3-MHO3MHA, KOTOpasi MPUBO-
JIUJ1a K CIIETUIEHHOMY HaclieI0BaHUIO runepTpoduueckoit kapauomuonatuu U OI1.

B 2001 r. M.H. Gollob, R. Roberts [113] npeactaBuiau couetaHue CUHIpOMA
Bonwsda — IMapkuHcona — Yaiita u runepTpoduueckoil KapAHOMHUONIATHN B CBSI3H C
narosiorueit rena PRKAG, kotopsiit koaupyeT ramma -2 -cyobenuanily AM® — ak-
THBUPOBAHHOMN MPOTEHHKUHA3BI. Y MAIlUCHTOB C CeMEHHON (popMOI 3TOro CHHIpOMA
®I1 nabmonanace B 38-44% ciydaeB B ommune oT 15-20% mpu crnopaandecKkux
dbopmax 3abosieBaHus. ['eH JaHHOM MATOJIOTMHM KapTHUPOBaH Ha XpomocoMe 7q34-36.
IIpu cexBenupoBanuu JIHK y 3THX nanreHTOB BBIABICHBI 3aMEHbBI ApTMHUHA HA T1Y-
TaMuH B o3uiuu 302.

Lai L.P. et al. ykazanu Ha cBsi3b noauMopdusMa (Jeaenun) MUTOXOHIpUaITb-
Hou JIHK c passutnem nepsrunon @II [138-140].

B nocnegnue roapl mpoBOAUTCS MOUCK I'€HOB — KaHAUAATOB, aCCOLIMUPOBAH-
HbIX ¢ pazeutueM PII. OqHUM U3 TaKUX T€HOB- KaHIUATOB SIBISIETCS OJIUMOPQHBIHI
Mapkep reHa Oera 3 cyobenunuisl G nporenHa (GNB3). MHorodyHKIImoHaIbHbIN
0esok G JIoKanu3yeTcs B KJIETOYHBIX MeMOpaHaX KapJAHMOMHOIIMTOB, T1aJKOMbIIIEY-
HBIX KJIETKaX COCYA0B, puOpoOIacTax U MOKET ObITH BOBJIEUEH B MPOIECCHI pEMOJIe-
JMPOBAHMS CEPJICUHON MBIIIIBI U cocynucToi cteHku. Schreieck J et al. [212] u3y-
yanu accouuanuio noaumopduoro mapkepa C825T rena GNB3, kogupyromero 6eta
3 cyobenunuiy G npoterHa. B pesynbrate reHOTUIMPOBAHUS MALIUEHTHI pacipeie-
muuch Ha ToMo3urotsl o C amnento (CC renorumn), rerepo3urotsl (CT rerorumn) u
romo3uroTsl o T amutento (TT renorumn). BeisiBieHa accoruaiiys Mexay réHOTUIIOM
TT n ymenpiienuem pucka OII.

Yan H. et al. B cBoeli paboTe mokasany yBeIHMUEHUE KOJIUYECTBA Oelika KOH-
HekcuHa 43 npu OI1, Hanbomwinee B teBoM npencepanu [258 ]. Christiansen J. et al.
[79] ycTtaHoBuiM, uto MyTauus B reHe 1q21.1, nmpuBoasmas K CHUKEHUIO KOHHEKCH-
Ha 40, criocoOCTBYET pa3BUTHUIO aHOMAUH 1yru aopThl ¢ DI1.

Mopddonorudyecknm cyoctpatom sekTporeHesa DI1 Moxer ObITh TeHETUYECKH
JETEPMUHUPOBAHHOE HECOBEPIIICHCTBO PA3BUTHSI COSNUHUTEILHOM TKAaHU B AMOPHOTE-
HE3€, YTO U MPUBOJUT K HAPYIICHUIO MEKTKAHEBBIX B3aUMOJICHCTBHUIA U JIEKTpOMeXa-
HUYECKON HecTaOUIBbHOCTH. Jl0Ka3aTenbCTBOM 3TOTO MOXKET CITYKUTh pad0OTa SITOHCKUX
aBTopoB Nakajima et al., KoTopble Ha TPaHCTEHHBIX MBIIIAX C MpeAcepaAHbIM (HUOPO30M
MOKa3aJIM IOCTOBEPHO OOJIBINYIO YacToTy pa3Butus OII.

Ha 21 ceccun Ceepoamepukanckoro Oomectsa CTUMYISIIMN U DIEKTPOodU-
suonoruu (Noth American Society of Pacing and Electrophysiology 21% Annual Sci-
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entific Sessions, 2000) uHTEpeCHBIM ObLIO COOOIIEHHE O TOM, YTO MHOKapAUaIbHBIC
«MaHXEeTbI», (hopMHUpYIOLIMECS B YMOpUOTeHe3e BOKPYT YCTUN JIETOYHBIX BEH, SBJIS-
I0TCSI MOP(OJIOTHYECKUM CyOCTPATOM SKTOIMMYECKON aKTUBHOCTH, CIIOCOOHOM (op-
MUPOBaTh GUOPWUISAIUIO U TperneTaHue npeacepauid. MUoLMThl B 3TUX MaHXeTax
00J1a1a10T CIIOHTAHHOM 3JIEKTPUYECKON aKTUBHOCTHIO, B OTJIMYUE OT KapIHOMHUOIU-
TOB JIEBOT'O MPEICEPAUs.

Knmunnyeckue ocobennoctu nepBudHoi DI, ee KIMHUKO-TIATOTEHETHYECKHE
dbopMBI, aHATOMUYECKUE U IIEKTpodu3nonorndeckre GhakTopbl prcKa JaHHOW IMaTo-
JIOTMM U3y4YeHbl HelocTaToyHo. /o cux mop He ObUTM JETaabHO BBIACHEHBI 3aKOHO-
MEPHOCTH HACJICJIOBAaHUS JAHHOMN MATOJIOTHH, a TaKKe (PEHOTUITUYECKUE TPETUKTOPHI
ATOTO HAPYIICHUS] pUTMA.

B cBs13u ¢ 3TUM, B Halel KIMHUKE HA MPOTSKEHUH MOCIEAHETO MSATUIETUS
ob110 00cnenaoBano 103 mpobanna, y koTopeix auarnoctupoBana OI1 u 301 ux pon-
ctBeHHuK I, II, Il crenenn poxacrea. Paznenus cembu npoOangoB ¢ @Il Ha rpynms
no stuosioruu OI1, Mbl nosmyuunu: 1 rpynmny, cocrosiyto u3 53 npodaHmIo0B ¢ UANO-
natuueckoit ®II u 154 ux poACTBEHHUKOB, U 2 TpyIIly, coctosilyto u3 50 npodaH-
1oB ¢ BropuuHor PII u 147 ux poacTBEHHUKOB.

B nanHoMm uccneoBaHMM HaMH ObLT YCTAHOBJIEH (DakT ceMeilHOW arperanuu
3a0oneBaHusl B cembsix npobannoB ¢ PII. Bropuunoe nakoruienne DIl B cembsx
nocturio 7,31% (22 6onbHBIX poacTBeHHUKA U3 301), 4TO 3HAUUMO MPEBHIIIANIO T10-
NyJAIMOHHYIO YacToTy 3a0oseBanus (mo nmanueiM H. Kulbertus et al. (1982), momy-
nanuonHas yactota 0,4%, uut. M. C. KymakoBckuii).

B cembsix npobannoB ¢ @I HauOOIBIINI TPOIEHT MOPAXKEHHBIX MPUXOIUTCS
Ha pPOJCTBEHHUKOB | cTeneHn poacTBa, B YaCTHOCTH OJHOMMEHHAS MAaTOJIOTHSI BbISIB-
neHa y 9,86% oOcnenyembix | ctenenu poacTsa, u Tobko y 1,16% poacTBEeHHUKOB
II crenenu poxacraa.

[To HamMM JaHHBIM, CPEeIU POACTBEHHUKOB | cTeneHu poacTsa Hanbosiee noji-
BepKeHbl GuOpmwIIAIMu npeacepauii marepu (36,36%), cectpor (19,44%), OTIbI
(16,67%)- puc.4.2.

Hacnenyemocts monsepxennoctd (H) ompenenszach B pamMKax MOJCIH
«Falconer», koTopasi moCTyJIMpyeT HOpMaJIbHOE pacHpe/iesIeHue MOJABEPKEHHOCTH B
NOMYJISIMYA U CPEeId pOACTBEHHUKOB | cTenenu pojctsa. CorjaacHO JaHHOW MOJENH,
Xq—Xr 2,65-1,287

a 2962
X(q - mOporoBasi TOYKa paclpeeICHHs] IOIBEPKEHHOCTH B MOMYJISALMH; XTI - IOPOTO-
Bas TOYKA pacIpeaesIeHNs MOJABEPKEHHOCTH CPEIU POACTBEHHUKOB; a - CPEAHSS Be-
JUYMHA TTOIBEP>KEHHOCTH OOJIBHBIX B TIOMYJISIIMOHHONW BBIOOPKE. J|aHHbBIE BEIMYUHBI
OBLIIM B34THI U3 TaOJUI - MPUIIOKEHUS K hopmylie i pacuera kKoddduimenTa per-
peccun. Koaddumment nacnenyemoctu: H> = b @ =0,230, r1e r - Ko3QpPUIUeHT

r
pOJICTBa, paBHBIN 2 AJig poACTBEHHUKOB | crenenu poacTBa. Takum oOpa3om, Haclie-
nyemocTth noasep:xkeHHoctu @IT no mogenu «Falconer» coctaBuna 23%, octanbHoe
(77%) npuxoautcs Ha cpefoBbie pakTopbl B pazsutun DII.

s popManbHOrO reHEeTHYEeCKOro aHajiu3a THUIlA HACIEIOBaHUS HCIIOIb30BaH
meron BaitnOepra mans equHU4YHON peructpauuu. s mpoBeAeHUs] CerperanroHHOTO
aHaJM3a KCHOJIb30BAIMCH CHOCTBA C MOPAXEHHBIMU JETBMH B CEMbSIX NMPOOAHIOB C

kod(pdunreHT perpeccuu nojpep:xkeHHocTH DI 4= =0,460, T1IC
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nauonatudeckol @I, rie B HECKOJbKUX MOKOJICHUSIX MPOCIIECKUBAIACH JaHHAs TaTo-
Jorusi. YUUTBIBasl pe3yibTaThl MPOOAHIOBOTO U CHOCOBOTO METOJIOB CErperaliioOHHOIO
aHaJIU3a B CEMbAX, MPOOaHbl KOTOPBIX CTpadaroT uauonarudeckoit dII, Mb Moxkem
npeAnoJaraTb ayTOCOMHO-IOMUHAHTHBIN TUI HACJICIOBAHUS JAHHOM MAaTOJOTHH.

B bonbHbIe poACTBE HHUKH

O ObcnenyeMble poacTBE HHUKU

*h*,t*h}

L2

A arararay
ISKBY e 3

Puc. 4.2. Cemeiinas arperainus ®@II B cembsix npobdanos ¢ OII.

B kauecTBe npumepa npuBOIUM CEMENHYIO UCTOpHIO ¢ HacienoBanneM OII B
JTOM CEMBE.

CEMENHAS UCTOPUS

IIpo6ana 7K., 54 roga. O6¢cnenoanue B pespaine 2002r. KanoOwl Ha IPUCTY-
bl HEPUTMHUYHOTO CEPALIEOMEHNs, OJIBIIIKY BO BPEMs IIPUCTYIIOB, HA TOJIOBHYIO 00JIb
IIpY MOBBIIICHUH apTepuanbHoro nasieHus (AJl). I3 anamHes3a U3BECTHO, YTO Mapo-
Kcu3MaibHas (GUOpWILTALMS MpEeAcepanid BIepBble quarHoctupoBaHa B 1992 rony.
Heonnokpatno obcnenoBana crarmonapHo. [Ipunumaer xkopaapon 0,2 mo 1 Tab. B
JI€Hb HEPETYJSIPHO. B ciyyae caMOCTOATENBHOM OTMEHBI Ipenapara peuIuBUPYOT
napoKCcU3Mbl (pUOPHIUISIIMK NpeACepAuii, OKOJIO ABYX pa3 B MECSL, Yalle BO BpeMs
Harpy3ku, Kynupyer HoBokanHamuzioM. Ilociiennue 2 roma crano nossimatecs A/l
Makcumanbabie udpsr Al 200/100 mm pt. cT. Ha ¢pone npuema akkymnpo(10mr) AJl
710 BBICOKHMX IU(P HE MOBBILIACTCS.

KoxHble MOKPOBBI OOBIYHOIO LBETa U BIIAXKHOCTU. BepxXylleuHbIl TOTYOK
MaJbIUPYETCS MO JIEBOW CPEIHEKIFOUMYHON JUHUU. [ paHUIIBI OTHOCUTENIBHOM cep-
J€YHOW TYIOCTH pacUIMPEHbI BIEBO: JeBas rpaHuua no linia mediaclavicularis sinis-
tra. ToHsl cepana scHele, puTMHU4YHbIE, IIyMOB HeT. HCC - 65 ynapoB B MuHyTy. A/l
140/90 mm pt. ct.. [IaTonoruu qpyrux CUCTEM HE BBISIBICHO.

[To OKT'- put™m cunycossiit ¢ YCC 65 B munyty. Lo + 15°, P- 0,17, PQ- 0,167,
QRS- 0,08 ". QI'- 0,38 ", R V5, V6 > R V43akmouenue: [Ip wu3Haku runeptpoduun
JIEBOTO XKEIyAO0UKa.
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ITo OKT" ot 20.06.02 peructpupyercs budpumisiius npeacepauit ¢ YCC s
xkenynoukoB 100-135 B mun. DXOKC: ymioTHeHHE aopThl, CTBOPOK a0pTaIbLHOIO
KjanaHa. He3HauurtenbHas CUMMETpUYHAs TUNEPTPOPUS MEAOKEITyJA0YKOBOM Mepe-
TOPOJIKY, 3aJHEH CTEHKU JIEBOTO >KeNyAoukKa ( MEeXKeIyJAO4YKOoBas Meperopojaka
(MXII) - 1,1, 3agusas crenka jgeBoro xenyaouka (3CJDK) - 1,2), neBoe npeacepave
2,8 cM.. [lnarno3: Mnnonatuyeckoe HapylleHHE pUTMa CepJla MO TUITY MapOKCU3-
MaibHOUW pubpmmisanuu npencepauii. Cor.: I'unepronndeckas 6omae3np I cramms, 11
CTETNEHb, PUCK 3.

Marts nipobanna, 75 net. [IpeabsiBiseT xamoObl Ha HEPUTMHUYHOE cepiedre-
HUE, OJIBIIIKY IIPY HE3HAYUTEIbHON (PM3MUECKOW HArpy3Ke, MHOT/Ia B MOKOE, YCUJIHU-
BAIOIIYIOCS TIPU TOPU3OHTAIBHOM TOJIOKEHUH TeJla, Ha TSKECTh B MPABOM Moapede-
pbe, OTCKHM TOJICHEeH, Ha JaBsiue O0Ju 3a TPYAUHON NpH (PU3HYECKON HArpy3Ke
(xonpbe 1o poBHON MecTHOCTH OKOO 500 METpOB), KymHpPYET CYOIMHTBAIBHBIM
IPUEMOM HUTPOIJIMIIEPUHA, HA TOJOBHYIO 00JIb, «MYIIKW» MEpe] Tila3aMu MpH Mo-
BbIlIeHUH AJl, ciabocTh, rojloBOKpykeHue. 13 anaMHe3a W3BECTHO, YTO XpOHUYE-
ckast pulOpmmaLms npeacepauil nuaroctupyercs 17 net. [{o nepexona B XpoHuye-
ckyro (hopMy mapokcusMbl penuauBupoBasiv 10 ner. B 60-1eTHeM Bo3pacTe MosBU-
Jach KJIMHUKA CTEHOKApAWU HamNpsHKeHUs, cTayio noBwimaTrhess AJl. MakcuManbHbie
uugpel AJl 220/115 mm pt. ct. [IpuOIM3UTENBEHO € 3TOTO BPEMEHHU MOSIBUIACH KIIH-
HUKa CEpACYHON HEIOCTATOYHOCTH. B HacTosiee Bpemsi NMPUHHUMAET CEpPACUYHBIC
rIMKO3ubl, [3- anmpeHoOaokaTopsl, UHTUOUTOPHI AIID, nuypeTuku, ne3arperaHThi.

[IpexopauanbHas o6yacth 0e3 u3MeHeHnu. BepXylieuHsplil TOUOK MaJbIupy-
eTca Ha 1 cM KHapyXu OT JIEBOM CPEAHEKIIOUMYHOW JIMHUU. ['paHUIIbl OTHOCUTENb-
HOM CEepACYHON TYNOCTH PaCUIMPEHBI BJIEBO: JIEBas rpaHUla Ha | CM KHapyXu OT
linia media clavicularis sinistra. ToHBI cep/illa TPUTTYIIEHbI, APUTMUYHbBIC, BBICITY-
IIMBAETCSl CUCTOJIMYECKUH IIyM Ha aopte, B Touke borkuna- Dp6a. YUCC = 100 yxa-
poB B MuHyTy. AJl 150/95 MM pT. cT.. B Jerkux JIbIXaHHE C KECTKUM OTTEHKOM,
XpUnoB HeT. Yucio AbIxaTtenbHbIX ABWKEHUN — 20 B MuHyTy. [Ipu nanemnamum xuBo-
Ta OTMEYaeT 00JIE3HEHHOCTh B MPpaBoM Tojpedepne. [lepkyTopHO- HUKHUMN Kpail Tie-
YEHU Ha 2 CM HUXe Kpast peOepHoil nyru. OTMeuaeTcs MacTo3HOCTh TOJIECHEH.

[To OKI'- putm pubpumsauus npeacepauit ¢ YCC ans xenyaoukos 85- 130 B
munyTy. Zow 0°, QRS- 0,08 7, QT- 0,36 ", R V5, V6 > R V4. Ilpuznaku runeptpodun
nesoro xenynouka. [Io ganaeiMm DXOKC: YmmoTHeHne aopTsl, CTBOPOK aOPTAIBHO-
ro kiamana. ['umeptpodus 3agHEll CTEHKH JICBOTO KETYT0YKa, MEXIKETYTOIKOBOM
neperopoaku (tonmmua 3CJDK 1,5, MXKII 1,4 cm.). JleBoe mpeacepane yBEIUYEHO
(;meBoe mpencepaue 4,6 cMm.). CHmkeHHe (QpakiMyd BBIOpOCA JIEBOTO KEIyAOuKa.
Opaknusa BeiOpoca (o Teyholz) = 52 %. [duarno3: Wauonaruueckoe HapylIeHHE
pUTMa cep/ilia Mo TUITY XPOHUYECKO (opMbl pubpusuisiiuu npencepauii. ComyTct-
Bytomas natosorus: MI.b.C.: Crenokapaust nanpspkenus I ¢. k. ['unepronnueckas
6ose3ns 3 ct., III cT., puck 4. Ocnoxuenne: CH I1 b cT.

Coin npobanna, 17 ner. XKanyercs Ha Komtouue 00iu B 00JaCTH BEPXYIIKU
cepaua. IlepeboeB B pabote cepauna cyObeKTUBHO He olnymiaer. M3 anamHesa u3-
BECTHO, 4TO B TeueHue S yiet no IKI' peructpupyror 4acTyro KelyJOouKOBYIO IKCT-
pacuctommto. [Ipuaumaer perymsapHdd - aapeHOOIOKATOpPHI, 0€3 IMOJIOKUTEITHHOTO
aHTHAPUTMHUYECKOTO 3 deKTa.

31



KoHble MOKPOBBI HECKOJIBKO TMIIEPEMUPOBaHbI, OOBIYHON BIAXKHOCTH, Kpac-
HbIl nepmorpadusm. I'pynHas kinerka He aedopmupoBaHa. IIpexopauanbHas 00-
nacTh 0e3 u3MeHeHui. BepXylieuHblil TOMYOK NanboupyeTcs Ha 1 cM KHYTpH OT Jie-
BOM CPEIHECKIIOYAYHOM JIMHUM. ['paHuUIbl OTHOCUTEIBHOW CEPACYHOW TYIOCTH B
Hopme. Tousl cepnua scuble, aputMuunbie, mrymoB HeT. YCC 70 ygapoB B MUHYTY
(kaxxmoe TpeThe cokparieHue- skcrpacucrona). AJl 130/85 mm prt. ct.. Ilatonoruu
IPYTUX CUCTEM HE BBISBIICHO.

[To OKT'- purm cunycosslii ¢ HCC 80 B munyty. Za + 40 °, P- 0,06 *, PQ-
0,16 7, QRS- 0,08 ". QT- 0,34. 3akitoueHHE: KEIyJOUKOBas SKCTPACUCTOJIMS 110 TUITY
tpurumenuu. [Ipu nposeaenun Benospromerpuu (BOM) peructpupoBanach yacrtas
KEJTYI0YKOBasi DKCTPACHCTOJMSA B MOKOE, MPH HATPY3KE KOJUYECTBO IKCTPACUCTOII
He yMeHbuioch. [lo 9XOKC: naronoruu He BbISABICHO. UpecnUIIEBOIHAS CTUMY-
nsuust sieporo mnpeacepaust (UIICJIIID): touka BenkebGaxa 176 uMIyJlbCOB B MHUH.
BB®CY 1050 mc, KBBOCY 250 mc. IIpu npoBeaeHNN CBEPXYaCTOM CTUMYJISIIUA
KOPOTKHUM 3aJIIIOM CTUMYJIOB C 4YacTOTOM 250 MMITyJIbCOB B MHMH. CIIPOBOLIMPOBAH Ia-
pokcusM puobpmmsinuu npeacepauit ¢ YCC s sxemynoukos 79- 120 B mun. Yepes
60 cex caMOCTOSITENIBHO BOoccTaHOBUIICSA cHHYCOBBIN putM ¢ HCC 90 B muH.. Peruct-
pUpOBaJIach YyacTas KeIyJI04uKoBas dKcTpacucTonus. Jnarno3: Mauonarnueckoe Ha-
pYLIEHHE pUTMa cepAua IO TUIy YacTOW KEITyJOYKOBOW IKCTPACUCTOJIMHU, Mapo-
KCU3MaJIbHOUM (hopMbI GUOPHILISAIINN TIPEACEPIUH.

Joub npodanaa, 35 net. XKanobsl Ha xomomue 00gu B 00JaCTH BEPXYILKH
Cep/illa, YyBCTBO HEIMOJIHOLIEHHOIO BJOXa, TOJoBOKpyxeHue. Korga BrnepBbie BO3-
HUKJIY BBIIICONHUCAHHBIE KANTO0O0bI, ONPEIEIECHHO CKa3aTh HE MOXET, HO UX MOSIBICHHE
CBA3BIBACT C (PM3MYECKUM M SMOIMOHAIIBHBIM MepeHanpsbkeHneM. OTMedaeT Xopo-
il 53Qp¢GeKT OT mpreMa celaTUBHbBIX NpenapaToB. [lepeboeB B padbote cepala HeT.

[IpexopauanbHas o6sacTh 0€3 u3MeHeHud. BepXylmeuHslid TOIHOK NaabIupy-
eTcsi Ha 1 cM KHYTpH OT JIEBOM CPEIHEKIIOUMYHON JTUHUH B V MexpeOepre. ['paHuiis
OTHOCUTEJIBHOM CEpAECYHOM TynocTH B HOopMme. TOHBI cepaua sICHble, pUTMHYHBIE,
mymoB Het. YCC 65 ynapoB B munyty. A/l 120/80 mm pr. ct.. [latonorun apyrux
CUCTEM HE BBISBJIEHO.

[To OKI'- putm cunycoBsiii ¢ YCC 64 B munyty. Zo + 30 °, P- 0,08 ”, PQ-
0,16 ", QRS- 0,08 ". QT- 0,36 ". 3akmtouenue: Bapuant HopMmel. [1o nanaeiMm 9XOKC
IIaTOJIOTUH He BbIABIICHO. 1Ipu npoBenennn BOM Hapymenuid putma cepana He BbI-
ABJIEHO. TONEepaHTHOCTh K (PU3NUYECKON HArpy3Kke BbICOKas. | MEPTEH3MOHHOTO CUH-
Ipoma HeT. MuokapauanbHbId pe3epB coxpaHeH. [Ipu XonTepoBCKOM MOHHTOPUPO-
BAHUU PETUCTPUPOBAJICSA CUHYCOBbIM puTM: MuHUMalIbHass YCC 55 B MUHYTY B HOU-
Hoe Bpems u MakcuMmaibHast YCC 125 B MunyTy nHeM. Hapymienust putma cepaua 3a
nepuoj 00cieI0OBaHNs HE BBISIBICHO.

Buyk mnpobGanga, 13 ner (ceiH gouepu). XKamo® co CTOPOHBI CepACHYHO-
COCYIUCTOU CHCTEMBI HE NpeabsBiseT. Hapymenus putma cepaua He Bo3HUKano. Co
CJIOB MaTEpU pOC M Pa3BUBAJICA COIIACHO IOy W Bo3pacTy. Kpome pecnimpaTopHbIX
3a00J1eBaHUM U BETPSIHOW OCITBI HUYEM He OO0Jien.

[Ipu ocmoTpe maTosioruu ooHapyxeHo He 0bu10. [To K- puT™M CHUHYCOBBIH €
Y4cC 76 B munyty. Za +40 °, P- 0,06 ", PQ- 0,16 ", QRS- 0,06 ", QT- 0,34. 3akto-
yeHue: BapuanT HOpMbIL. [To DXOKT': nponanc mutpansaoro kinanana (IIMK) I cte-
neHu (IPOBHCAHKME CTBOPOK MUTPAIIBHOIO KJIAaMaHa J10 4 MM.).
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Puc. 4.3. PogocnoBHas cembu ¢ GUOPUIUIAIIUCH TIpeACepani.

VY paccmaTtpuBaeMbIx OOJBHBIX € TIEpBUYHOM U BTopruuHON DI Hamu coBMecT-
HO ¢ cotpyauukamu Muactutyra Tepanuun CO PAMH 0Obut u3yuen noimumopusm re-
Ha Bl-anpeHopenentopoB. I'eHeTHUEeCKOe UCCIeJOBaHUE KPOBU ObUIO MPOBEACHO Y
30 6onpHbIX 1-#1 rpynmsl (meppuanas GII) u 25 ux 370pOBBIX POJICTBEHHUKOB, &
Takke y 30 60apHBIX 2-11 rpymmsl (BTopuuHas ®I1) u 44 ux 310pOBBIX POJACTBEHHU-
KkoB. Kpome Toro, renotunupoBansl 198 nanueHToB, y KOTOPBIX OTCYTCTBOBAJIN MPHU-
3HAKHU CEPJIEYHO-COCYIUCTHIX 3a00J€BaHU (KOHTPOJIbHAS PYIIA).

[lo monmy4eHHBIM HaMU TaHHBIM, Yy po0OaH10B ¢ nepBuyHoi PII u ux poxact-
BEHHUKOB JOCTOBEPHO Tpeodianan TeTepO3UroTHBIA  reHoffunn  reHa -
aape”openenTopoB (Ser49Glu) B cpaBHEHHU C KOHTPOJIBHOM T'PYyMION, COOTBETCT-
BeHHO y 15 (50%) npoGanaoB u y 11 (44%) poACTBEeHHUKOB, B CpaBHEHUHU C 38
(19,2%) y xoHTposbHOM Tpynnbl. Y npoOaHnoB 1-il rpynmbl HAOMIOAANOCH TaKXKe
npeobnaganue mo peakomy awiento (Glu49Glu) B cpaBHeHHH C KOHTPOJIBHOU TpyT-
1o, cooTBeTCTBEHHO Yy 5 (16,7%) B cpaBHeHuu ¢ 6 (3,2%) B KOHTPOJIBHOM TpyImIIE.
Ho y 3m0poBbIX poJCTBEHHUKOB TTPOOAHIOB 1-i TpyMIbl pacCMaTpUBaeMblii TEHOTHIT
He ObLT BRISIBJICH HU B OJTHOM citydae (puc.4.4.).

VY manuentoB 2-it rpynnsl (BTopuyHas ®II) Ttakke HaOMI0IaT0CHh TOCTOBEP-
HOe mTpeoOmamanue rereposurotHoro amiens (Ser49Glu), coorBercTBeHHO y 14
(46,7%) B cpaBHenuu ¢ 38 (19,2%) B kouTposibHOU rpynmne (puc. 4.5.). Ho y poact-
BEHHUKOB OOJIBHBIX 3TOH TpyHImbl MpeodialaHue paccMaTpUBa€MOro T'€HOTHUIIA B
CpPaBHEHUU C KOHTPOJIbHOU rpynoi He ObLJIO CTATUCTUYECKH TOCTOBEPHBIM. HacToTa
BcTpeyaemoctu renotuna Glu49Glu y 6onbabix ¢ BropuyHoit ®II u ux poacTBeHHU-
KOB JJOCTOBEPHO HE OTIMYAJIACh OT IaHHBIX KOHTPOJIBHON TPYIIIBI.

Takum 00pa3om, Kak BUJIHO U3 BBIIIEU3JI0KEHHOIO, TETEPO3UTOTHBI BAPUAHT
renotuna 1 -agpeHopenentopoB Ser49Glu MoxHO paccMaTrpuBaTh Kak OJUH U3 Te-
HETUYECKUX MPEAUKTOPOB BO3ZHUKHOBEHHUS KaK MEPBUYHOM, Tak U BTOpuyHOM DII.
IIpenukTopoM BO3HUKHOBEHHUs nepBUYHOU DIl MOKET CayKUTh TaKKe TI'E€HOTHII
Glu49Glu. PoacTBeHHUKOB MPOOAHIOB € MEPBUYHON (HUOPHILISAIIMEH MpEACepInuid U
reHoturoM Ser49Glu MOKHO OTHECTH K TPYNIE pPUCKA Pa3BUTUS JAHHOM MaTOJOTHUH.

33



801 P 2.3<0.05 77,8% BonbHble ®T1
701 P 1.3 <0.05 F4 3popoBble pOACTBEHHUKU
601 | P2-3<0.05 @ KoHTponbHas rpynna
56,0% 50,09 P 1-3<0.05
50 44,0%
407" 33,3%
30 i P 1-3<0.05
19,2% 16,6%
20+
0%
101 3,2%
() .
ser49ser ser49gly gly49gly

Puc. 4.4. Tlonmumopdusm reHa [3;-aApeHOPELENTOPOB y MAIMEHTOB C TNEPBUYHOMN

bubpmsen mpeacepauit

P1-3<0.05 70,4%

e

]
ez
]

BonbHbie ®I1

300poBble pOACTBEHHUKMU

i
80,0 77,7%
70,0-
60,0P 1-2 < 0.0 P1-3<0.05

B KoHTponbHas rpynna

vvvvvvvvv

T i
R
R

T

o
S5

et

e
TR
e

it
N

,
D
i
2 2
5 e
SRR 2 s
S 2 i
S 2 e
e 2 o
SRR 2 o
2 g 2 o
‘““A‘*“““““‘Ai‘i::
k \

esititinitins
pateiiet i
SRR
ottt
it

0,0- :
ser49ser

s

ser49gly

10,0%

0% 3,2%

gly49gly

Puc. 4.5. ITonrumopdusm rexa [3-aipeHOPENEnTOPOB y MAIlUEHTOB ¢ BTOPUYHON

bubpumanuen npeacepaui

B [CJIOM aHAJIM3 JIMTCPATYPHBIX U IIPUBCACHHBIX HAMU COOCTBEHHBIX JaHHBIX

MMOKa3bIBACT, YTO BO3HUKHOBeHUIO DIl BO

MHOTUX ClIy4dadXx MOXKCT CIT0coOCTBOBATh

HACJICJICTBEHHAs TPEPacioiokeHHOCTh. C HamOOMbIel 0YeBUIHOCTHIO HACIIEICT-
BEHHAsl MPEIPACONOKEHHOCTh MposiBisieTcss y 0osibHbIX ¢ nepBuyHOil DII (lone
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atrial fibrillation). Hacneacteennas ®II yacto accoruupyercst ¢ ApyruMu KapauoJio-
rudeckumu 3aboneBanusiMu (nepBuunbiMu MKII, cunapomom WPW, cunapomamu
ysmmHeHHOTro U Kopotkoro QT u ap.). B HekoTophix ciaydasx HacneactBeHHas DI
NpeCTaBisAeT co00il MOHOTeHHOE 3abosieBanue. Ho, mo-BuaumMomMy, B OOJIBIIMHCTBE
ciaydaeB Bo3HMKHOBeHHIO DIl crmocoOcTByeT ompeaeieHHOE COUYETaHHE MOJUMOp-
¢dbu3Ma onpeiesieHHbIX TeHOB (TeHOB-KaHauaAaToB). MccnenoBanue, mpoBeeHHOE Ha-
MU ¢ TosiuMopdu3MoM TeHa 1- aapeHopenenTopoB y OOJBHBIX C MIEPBUYHON U BTO-
puuHoii ®II, MokeT crocoOCTBOBATH PEIICHUIO OJHOTO M3 ACIEKTOB JTaHHOW MPO-
osembl. B TO ke BpemMsi HECOMHEHHO, YTO JaJTbHEHIINE TTOUCKU T€HOB-KaHIUATOB,
CIOCOOCTBYIOIUX BO3HUKHOBEHUIO KaK MEPBUYHOM, Tak ¥ BTopuuHOoi DII, ocTatorcs
AKTyaJIbHBIMU. Pe3ylbTaThl 3TUX MCCIENOBAHUM MOT'YT BHECTH BAXKHEWILWMN BKJIAJ B
npo(HIIaKTUKY BO3HUKHOBEHHS OJIHOM M3 CaMbIX PacCHpOCTPAaHEHHBIX U OIACHBIX
ApUTMUM.

5. CUHAPOM CJIABOCTH CUHYCOBOI'O Y3JIA

[Iponio 4 necsTuneTvs ¢ TOr0 BPEMEHU, KOrja ObUI BBIJICJIEH B CaMOCTOS-
TEJIBbHYI0 HO30JIOTHYECKYI0 €UHUIY CUHAPOM ciabocTu cuHycoBoro ysna (CCCY).
C MOMEHTa BBIICJICHUSI 3TOT0 CUHAPOMA MOSBWJIOCH OOJBIIIOE KOJWYECTBO PadoT,
nocBseHHbIX 3THosiorud CCCY, mpeacTaBieHue 0 KOTOPOM B 3HAYUTEIHLHON Mepe
HBOJIIOLIMOHUPOBAIIO B MOCIEAHUE TPU AECATUIICTHUS.

M. Ferrer, onna u3 HauOosiee paHHuX uccienosatenei mpodiaemsr CCCY, B
1973 rogy nanbonee yactoii npuunHoi 3toit matosoruu cuntana MbC [98]. Ho yxe
yepe3 9 net, B 1982 roay ata xe aBTop Hanbosee yactoii npuurHoit CCCY HazbIBana
W30JMPOBAHHBIN, CKJIEpO-JIereHepaTuBHBIN (Hubpo3 cunycoBoro y3ia (CY) u cuno-
aTpuasibHOM 30HBI [99]. Takoro ke MHEHUSI B HACTOSAIIEE BPEMsI MPUACPKUBAIOTCS U
JIpyry¥e aBTOPbI, KOTOpble HamOoJiee MOCIEAOBATEILHO 3aHUMAIUCh MNPOOJIEMOM
CCCY. B gwactHoctu, T. Bashour B cBoeit atnonorunueckoit kinaccudukamuun CCCY
Ha TIEPBOE MECTO CPEY ITHOJIOTHYECKHUX (DaKTOPOB BHIHEC CKIIEPO-IEre€HEPATUBHYIO
00J1e3Hb MIpeACcepANi U TPOBOASIICH cucTeMbl cepana [43].

[TepecmoTpy mnpelCTaBICHUM O CTPYKTYpPE 3THUOJIOTUYECKUX (PAKTOPOB, BbI3bI-
Barommux CCCY, cnocoOCTBOBaJIM HAKOIUIEHHBIE K Hayamy 80-X maTroMophoIornuecKue
nannble. Hanbonbiee 3Hauenue cpenu Hux umena padora C. Thery ¢ coast. [237], ko-
Topbie B 1977 roy onyOiuKoBaiu pe3yabTaTbl TaTOMOP(GOIOTHYECKOTO UCCIICIOBAHMS
111 maruenToB, npwxkuzHeHHO crpagaBmux CCCY. Jlumbs B 2 ciaydasx ObLI1 HaljcH
uHGapKT MUOKapaa, y S OOJIbHBIX ObLIM OOHApY>KEHBI MEPUKAPIUT U KapliMHOMaTo3. B
OCTaJIbHBIX CITy4asx ObLI HalJIeH JIOKAIbHBIN (prudpo3 CVY HesiCHOM 3THOJIOTHH, PU KO-
TOPOM KOJIMUECTBO KJIETOK B CY ObLJIO 3HAYMTENHHO CHIXKEHO. OJTHOBPEMEHHO HAOIIIO-
naics Tsokenbiil puopos Bokpyr CVY u B nipencepausix.

YacTo ckiepo-AereHepaTuBHBIE MPOIECCH MpruolOpeTatoT auddy3HbI Xapak-
Tep, PACIPOCTPAHSACH Ha BCIO CIENU(DUUECKYI0 MPOBOAAIIYIO TKaHb cepama ¢ (op-
MUPOBAaHHEM MHOTOYPOBHEBOI'O MOPaXEHUs MPOBOAAIIEH CUCTEMBI CEpJla - «pan-
conductional defect» [198] nnu 3axBaThiBaroT ToabK0 00macTs CY 1 ABY - binodal
heart diseases [201].

Taxum o6pazom, B ocHoBe CCCY B 3HAUMTENILHOM YacTH CITydaeB JICKAT CKIIEPO-
nereHepatiBHble u3MeHeHus B CY W IpoOBOASAIICH CUCTEME cepAlia. OTH U3MEHEHUs
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SBJISIFOTCS] IEPBUYHBIMMU, T. €. HE CBSA3aHbI C KAKMMH - JIMOO MOJUICKAIIMMU CePACUHBIMU
WIK IPYTUMH 3a00JI€BaHUSIMU. DT MPOIECChl 3aKOHOMEPHO MPOrPECCUPYIOT € BO3pac-
ToM [122, 234]. TToaToMy u KirHUYECKUE nposBiieHus neppuuHoro CCCY, kak, BOpo-
4YeM, U BTOPUYHOT0, Yallle MaHU(PECTUPYIOTCS B CTAPIIMX BO3PACTHBIX FPYIINAX.

Ho ¢ubpo3 u aerenepammst CVY, a Takke HUKENSKAUMX OTAEIOB MPOBOASILEH
CUCTEMBI Cep/ilia - 3TO cyOcTpaT 3ab0seBaHus, a He ero npuyrHa. B 1o e Bpems, cama
MEPBUYHOCTh MPOLIECCA, OTCYTCTBHE OYEBUIHOM CBSI3U €0 C WIIEMHEN, BOCIIAJICHUEM,
TOKCUYECKUMU BIMSIHUSIMU J1aBAJI0 OCHOBAHUE JIyMaTh O T€HETUYECKON JI€TEPMHUHHUPO-
BaHHOCTH 3a0ojeBaHus. OJHAKO pOJIb TEHETUYECKUX (DAaKTOPOB B IMPOUCXOXKICHUH
CCCY wuzyueHna HenoctaTouHo. B nmureparype Ha npoTskeHud nocieauux 30 jet npu-
BOJIATCSI ONTMCAHMS €AMHUYHBIX ceMel (He Oosee 2-3), B KOTOPBIX MPOCIIECKUBACTCS T10
Heckonibko cimydaeB CCCY [70, 75, 107, 124, 134, 163, 175]. UMmeroTca equHUYHBIC
onucanus coueranus ciaydaeB cemeitHoro CCCY ¢ muonueit [183]. B nenom xe rene-
THYecKas neTepMUHUPOBaHHOCT CCCY, 3aKOHOMEPHOCTH €T0 HACJIEIOBAHUS NPAKTH-
YECKH HE U3YYaITUCh.

B nHamieil kmMHuKe Ha NPOTSKEHUU MOCIEIHETO AECITUIIETHSI COBMECTHO C UH-
CTUTYTOM MEIMIMHCKOW TeHEeTUKH Tomckoro HaywyHoro neHrpa PAMH wusydena
pactpoctpaneHHoct CCCY B r. KpacHosipcke, mosioBoi nuMmopdusm 3abosieBaHus,
BIIEPBBIE M3Y4YEHBI 3aKOHOMEPHOCTH HacienoBaHus nepBudyHoro CCCY, KIMHUKO-
anekTpokapauorpaduueckue mnposisiaeHus: 3roro Bapuanta CCCY, B cpaBHEHUU C
BrOopuuHbiM CCCY.

Hannele o pacpoctpaneHHOCTH CCCY 0ueHb MaJIOYUCIIEHHBI U HE OJJTHO3HAYHBI.

[To mannbeim M. Alpert, D.Flaker (1983) [34] B CILIA ctpamaer JaHHOW MaTOJIOTHEH
okosio 100000 uenosek. Ito npumepHo 0,5%o MO OTHOIIEHHUIO KO BCEMY HACEJICHHUIO
CILIA. TTo nannabm M. Ferrer (1982) [98] CCCY BoisBnsieTcst Tosibko y 108 yenoBek Ha
1000000 nacenenus CIIA, T. e y 0,1%o0 Hacenenus. B to xe Bpems M. Ferrer yka3biBa-
na, yto B CIIIA 156000 4enoBek ¢ MMITAHTUPOBAHHBIM 3JIEKTPOKAPIUOCTUMYIISTOPOM
(OKC), npumepHO MoIOBUHY U3 HUX cOocTaBisIOT OosbHbIe ¢ CCCY. D10 03HaYaeT, 4yTo
tonbko OompHBIE CCCY ¢ nmruantupoBanHbiMu DKC cocrasisitor 0,3%o0 HaceneHus
CIIA. Tannsie o pacnpoctpaneHHoctd CCCY B Ipyrux cTpaHax B JIOCTYIHOM HaM JIU-
TEpaType BBIIBUTH HE YJIAJIOCh.
IIpu oOcnenoBanuu xuteneit ropoga KpacHosipcka B mpaBoOepexHBIX pailoHaxX ro-
pona Hamu BbisiBiieHO 127 GonbHbix CCCY. Ilpu Hacenenuu npaBoOepeXHBIX pail-
oHoB ropojaa Kpacnosipcka 484.000 yenoBek (110 JaHHBIM MEPENUCH HACEJICHUS ) pac-
npoctpaneHHocTh CCCY cocraBuser 0,262%o0 4TO MPUMEPHO COOTBETCTBYET JaH-
HBIM aMEPHKAHCKUX aBTOPOB.

BonpmmucTBO aBTOpoB cuutaetr, yto CCCY BcTpedaeTcsi B OCHOBHOM Y TIO-
KUbIX Jroaeit: 85% - crapuie 50 net, 68% - crapue 60 ner [53]. Ecte ganHbie, 4TO
cpennuii Bo3pacT 00ibHBIX CCCY — 62 roaa [195] u naxe 71 rox [82]. B To xe Bpemst
onuceiBaloTes Tskenbie popmbl CCCY y neteid, B ToMm umciie Ha 1-M roay »ku3nu [19].

CornacHo HalKMM JaHHBIM, cpeaHuil Bo3pact 0oiabHBIX CCCY 50,5 + 1,4 roaa.
[Tuk pacnpoctpanenHoctu CCCY npuxonutcss Ha Bo3pacT 60-69 ner: y MyX 4uH —
1,300%o, y sxeHmmH — 1,196%0. X0TS y KEHIINH OTHOCUTENBHO BBICOKAs PaclpoCTpa-
HeHHocTh CCCY nabmonaetcs u B Bozpacte 50-58 et — 1,174 %o (puc. 5.1.).
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Puc. 5.1. Pacnpoctpanennocts CCCY cpenu HacelneHus MpaBoOEPEKHBIX

paiioHoB r. KpacHosipcka

BonsmuHCcTBO aBTOpOB Haxomut Oosee yacTyro 3aboneBaemocth CCCY cpeaun
xenmmH. Tak, L. Gould ¢ coaBr. [114] mabmtomanu cpeau cBOMX OOJTBHBIX KEHIHH
oonpuie, ueMm MykuuH. J[.®D. Eropos ¢ coaBT %o auarnoctuposasiu CCCY 'y KEeHIMH
B 3 pa3za yamie, 4yem y MyuuH [4]. B To ke Bpemsi ecTb CBEJEHHUS O TOM, UYTO KEH-
mMHbI U MykurHbI cTpagaroT CCCY oaunakoBo vacto [208, 211].

Cpenu nammx 6oneHbIx CCCY npeobnamanu sxeHuHb (78 u3 127 nanuen-
ToB — 61,4%). B monynsauuu pacnpoctpaneHHocTh CCCY cpelr KEHILIUMH TaKxkKe
OKazajach Bblle: cOOTBETCTBEHHO — 0,336%0 (78 Ha 232,2 KEHCKOIO THICSIYM Hace-
aenust) u 0,244%o (49 Ha 196,1 My>XCKOTO ThICSIUM HACETICHUS).

[IpoBeneno cemeitHoe oocienoranue 109 npodangoB ¢ CCCY u 309 ux pon-
ctBeHHUKOB | u Il crenenn poactea. Cpenu npodanaoB 06110 48 My 4uH U 61 xeH-
muHa. Bo3pacT 17-72 roaa (cpenuuii Bo3pact — 50,5 ner). 3 109 npobanioB y 38 u3
Hux (34,86%) Ha OCHOBAaHWU BCECTOPOHHETO 00CIIEIOBAHUS U JIIUTEIHLHOTO HAOIIIO-
neHust ObL1 BeIcTaBiieH auarHo3 rneppuaHoro CCCY. Cpeau oOciieToBaHHBIX POJICT-
BeHHUKOB BBIIBIIEHO 60 601pHBIX CCCY (19,4%), 19 myxuun u 41 xenmmna. Bos-
pact 17-76 net (cpemuuii Bo3pacT 45,4 rona). Hakomenne CCCY B ceMbsix 3HAUH-
TEJIHHO MPEBBIMIATIO UX YaCTOTy B momyssinuu T. KpacHosipcka, MOJIy4eHHYIO B Ha-
men KIMHUKE — 0,262%o0, 4TO MOATBEPKIAAET FEHETUUECKYIO JETEPMUHUPOBAHHOCTD
naHHou natosioruu. B cembsix mpobanioB ¢ CCCY Hanbomnee BbICOKa MOPAKEHHOCTh
poacTBeHHUKOB | cTtenenu pojcta: cectpol (52,4%), marepu (33,3%), otitel (80%)
(Tabn. 5.1.).

JIns BBISIBIIGHMS] THIA HAcJeAOBaHUs 3a0oJieBaHUsI ObLI MPOBEJCH KJIacCH4e-
ckuil cerperannonnbidi ananmu3 CCCY, KOTOpbId MOKa3aj, 4To cerperairoHHasl yac-
ToTa 3a0oJsieBaHus coctaBuia 0,51. To COOTBETCTBYET CErperalluOHHON 4acToTe 00-
JIE3HU C ayTOCOMHO-IOMUHAHTHBIM THUIIOM HaClIEAOBaHMUSI.
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Ta0Omura 5.1.

Cewmeiinoe nakormienne CCCY y pojacTBeHHHKOB npooanoB I u 11 crenenu poacraa

Kareropus Crenenb pojacTBa Bcero bonbubie CCCY %
—— Martsb 9 3 33,3
Oren 5 4 80,0
Bbpar 25 6 24,0
Cuberr CeETpa 42 22 52,4
Tern CriH 50 5 10,0
Jloub 83 12 14,5

bb110 BBIsSIBIIEHO BiMsiHME T0J1a Ha 3a0os1eBaeMocTh nepsuuHbiM CCCY. B ya-
CTHOCTH, OKa3aJioch, 4yTo cpeau npobdanmoB ¢ nepBudHbiM CCCY moutu 2/3 Obumn
xeHmHbl (24 u3 38 - 63,16%). Cpenut pOJACTBEHHUKOB ATHX OOJBHBIX MOPAKCHHE
CVY Ttakxe BBIABIBIOCh NPEUMYINECTBEHHO y »)eHumH (78 u3 108 - 72,22%). Oco-
OCHHO YacTo, KaK yIIOMHHAJIOCH BBIIIIE, OOJIETN CECTPhI MPOOAH/IOB.

3aboneBaemocth nepsuuHbiM CCCY cpenu mpoOaHI0B MMeIa OTYETIUBO BhIpa-
’KEHHYIO BO3pPacTHYIO 3aBUCHUMOCTh. OO 3TOM CBHJIETEIbCTBYET TOT (PAKT, YTO MOUTH
2/3 npobanaos (72,7%) 6sutn ctapiie 50 ner. Cpeau pojcTBEHHUKOB nopaxenue CY
BBISIBIISLIIOCH B 00Jiee MOJIOJIOM U Jaxke B JIeTCKOM Bo3pacte. Ho 3To Obul, Kak nmpaBuiio,
KOMITEHCUPOBaHHbIN Wian acumnromarndeckui (nateHtneiil) CCCY, 1.e. CCCY 6e3
KJIMHUYEeCKOW MaHu(ecTanuu 3aboneBanus. Hago nonarate, 4To BO3pacT sIBJSIETCA pas-
pemaoumM  GakTopoM Uil MaHU(ECTalMu KIMHHUKO- SJIEKTPOKapauorpaduyeckux
nposiBiieHuit CCCY.

[IpuBenem npumepsl HacnencrBeHHou nepegaun CCCY.

Cempbs 1. [IpobGann 54 rona, skamyeTcsl Ha TOJOBOKPYKEHHE, peKue 0OMOpo-
ku. Cuuraer ceds 60apHOM 0K0JI0 3 JeT. [Ipu 00beKTUBHOM 00CIIeI0BaHUM BhISIBIIC-
HO, YTO TPaHULbl OTHOCUTEIIBHOW CEPACYHOM TYNOCTH paclIUpeHbl HAa 2 cM. TOHBI
cepaua npuriymieHsl, putMudHbl. YCC — 55 B munyty. Al — 120/80 mwMm pr. cr. Ila-
TOJIOTMYECKUX U3MEHEHUI CO CTOPOHBI IPYTUX OPraHOB U CUCTEM HE BhIABIEHO. Ha
OKI' — cunycoBas Opanukapaus 52 B MUHYTY, 0€3 MaTOJIOTHYECKUX M3MEHEHUU B
Muokapje. [locne arponmHa MakCMMaabHOE y4YalleHHE CUHYCOBOrO puTtMma 110 79 B
MuHyTy. JJanneie OPU uccnenosanus: 1o MBb — BBOCY — 1760 mc, KBBOCY —
660 mc, BCAII — 153 mc, nocne MBb UPCVY 71 B munyty (Hopma >71), BBOCY —
9700 mc, KBBDCY — 8700 mc, BCAII — 121 mc. Ilo nanHbIM 3XOKapAUOCKONUHU 00-
Hapy>X€HO MPOJa0MPOBAHWE MUTPAIBHOTO KiiarmaHa Ha 2 MM. BOJIbHOW BBICTaBJIEH
CJIeIYIOLIMI TMarHo3: uauonaTuyeckuii nekomnencupoBannbiii CCCY, Opagucucro-
audeckas ¢opma, XpoHHUeckoe TedeHue. lIpornamnc 3amaHel CTBOPKHM MHUTPAIBLHOTO
KJ1anaHa (reMoJJMHaMU4YeCKH HE3HAYMMBIH ).

Bbpar npoGanna, 56 ner. Ha MoMeHT ocMoTpa ObUTHM JaBsiye OOJM 3a TPYAHMHON
npy OBICTPO X0Ab0E WM MPH MOAbeME Ha 3 3TaxK. boiu KynupoBaJIMCh HUTPOTIIULIEPH-
HoM. OTMeuaeT nepebou B paboTe cepiiia, TOJIOBHBIE OO MOCIIE HAMPsLKEHHOTO JIHS,
TOJIOBOKpYeHue 1o yrpaM. CTpajgaer runepToHnYeckoi 6ose3Hbpto okono 10 ner, Mak-
cumasibHbIe TG psl AL 180/110 mm pt. 1. C1aboCTh U TOJIOBOKPY>KEHHE TI0 YTpaM OKO-
70 3 JIeT, Torja e crajm OECHOKOMTh JaBsime 00ym 3a rpyauHoi. [Ipu oObeKTMBHOM
obcnenoBanuu mynbe 61 B MuHyTY. ['paHHIIbI cep/iia paciMpeHs! BieBo Ha 2 ¢cM. ToHsI
cepaua npuriymieHsl. AJ] 160/90 mm pt. cr. Co CTOPOHBI APYTUX OPraHOB U CHCTEM I1a-
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tosiorud He BbisBIIEHO. Ha OKI' putMm cunycoBbiii ¢ HCC 58 B MUHYTY. DneKTpUUecKast
0Chb OTKJIOHEHA BJIeBO RV5,6 > Rv4. Tlocrne aTponmHa MakCMMaIbHOE YYalllEHUE CUHYCO-
BOro putma — 77 B munyty. Jlanaeie DU uccnenoBanus: 1o MBb BBOCY — 1520 mc,
KBB®CY — 560 mc, BCAII — 153 mc, nociie MBb MPCY — 75 B MuHyTY (BO3pacTHas
HopMma > 71), BBOCY — 1580 mc, KBBOCY — 780 mc, BCAII — 140 mc. 1o nanHbIM
AXOKAPIMOCKOIUM - HEOOJbINAsh JUIATAIMS TOJIOCTH JIEBOTO >KEIyJouka (10 58 mm).
BricraBnen muarnos: MBC. Crenokapaus I ¢ynkimonansHoro kimacca. ['unepronude-
ckas Oone3nb Il cragum. Kommencuposanueiiit CCCY, Opamucucronmueckas (opma,

XPOHHUYCCKOC TCUCHHC.
NE=OF

\g) , O .0

] [ O e Os Os

/ npoOaH bonsnoii ¢ CCCY

Q bonpnas ¢ CCCY
Q 310pOBbIT
3n0poBast

Puc.5.2. PogocioBHasg ceMbH 1.

Cectpa npobanpa, 57 ner, *aiayercs Ha roJIOBOKPYKEHHE, CTad0CThb M0 yTpaM.
Cuuraer ceds 60sbHON 0KOJIO 5 seT. [Ipu 0ObEKTUBHOM HCCIAEAOBAHUM, KPOME CH-
HYCOBOW Opanukapauu (56 B MHUHYTY), TTATOJIOTHUYECKUX W3MEHEHUH HE BBISBIICHO.
Ha DOKI' cunycoBas Opamukapaus 54 B munyty. [locie aTponnHa makcuMalibHas
yacToTa cuHycoBoro putma 82 B MuHyty. [Janusie OOU: no MBb — BBOCY — 1420
Mc, KBBOCY — 520 mc, BCAII - 110 mc. ITocie MBB — UPCY — 67 B MunyTy (BO3-
pactHas HopMa > 71 B MunyTy), BBOCY — 2000Mc, KBBOCY — 1000 mc, BCAII —
94 mc. 1o ganHBIM 3X0KapauOrpaduu — paHHUN MPOTHO CTBOPOK MUTPAILHOTO Kia-
naHa 10 1 mMM. Dbl BBICTABJIEH OMArHo3: WIMONATHYECKUNA KOMIIEHCUPOBAHHBIM
CCCY, opanucuctonuyeckas (popma, XpOHUUECKOE TCUCHHUE.

B npusenennom npumepe CCCY ObL1 BhIsIBICH Y Oparta u IByX ero cecrep. Jlas-
HOCTb 3a00JIEBaHUsl Y HUX HE ycTaHoBJieHa. Ho mepBbie kano0bl, KOTOPhIE MOKHO CBSI-
3atb ¢ CCCY, MOsSBWINCH Y BCEX MOCIE TOCTHXKEHUS SO—JIeTHEr0 BO3pacTta. Y OJIHOM W3
CECTep K 3TOMY BPEMEHHU pa3BUIIACh TUIIEPTOHUYECKAs] OOJIE3Hb U Yy OJTHOTO W3 OpaTheB
TUNepTOHNYEecKast 00JIe3Hb K MOMEHTY o0cnenoBanus couetanack ¢ UBC. Kazanock Obi,
goruuHbiM cBsizaTh CCCY ¢ aTuMu 3a0051€BaHUSIMU, HO, YUUTHIBAs IBHO HACJICICTBEH-
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Hblil xapaktep CCCY B HaHHOM CeMbe, €CTh MOJHOE OCHOBaHWE mnojarath, uro MBC,
runepronnydeckas 6osiesip 1 CCCY pa3BUBAIUCh y MAIMEHTOB HE3aBUCHUMO APYT OT
apyra. ITOT NpUMeEp MOKa3bIBAET HEOOXOJMMOCTh U3yUEHHSI POJIOCIIOBHOM JJIsl yTOUHE-
Hus stronorun CCCY.

Cembs 2. [Ipobann M, 62 roaa. XKanyercst Ha TOJIOBOKPYKEHHUE, CI1a0OCTh MO
yTpaMm. B mocnennue rojpl HECKOJIBKO pa3 Tepsia co3HaHue. OTmevaeT cepauedue-
HHUe, epedou B padbore cepana. bonpHo# ceds cumTaeT okono 12 mer. 10 neT Hazan
YYaCTKOBBIM TE€PAINEBTOM BIIEPBBIC 3aperucTpupoBaH mysibe 30 B Munyty. [Ipu 00b-
€KTUBHOM HCCIIEIOBAHUM TPAHUIIbI Cepla He pacliupeHbl. TOHBI cepala mpuriy-
meHsbl. [Iynsc 56 B Munyty, putMuuabiii. AJ[ 150/90 MM pt. ct. Co CTOPOHBI APYTUX
OpraHoOB U CUCTEM IAaTOJOTUM HE HaijeHo. [locne arponrHa MakcUMallbHOE y4dallie-
HUE CUHYCOBOTO puT™Ma 10 83 B MuHyty. Hanueie DOU: o MBb BBOCY — 2360
Mc, KBBOCY — 800 mc, BCAII — 216 mc, nocnie MBb — UPCY — 65 B Munyty
(HKHSIS Bo3pacTHas rpanuiia Hopmsel — 67,8 net), BBOCY — 2260 mc, KBBOCY —
1380 mc, BCAII — 144 mc. Ilo nanabiM 3xoKapauorpaduu paHHUN Nporud CTBOPOK
MUTPAJILHOTO KiamaHa 10 2 MM. JluchyHKIus MOAKIANMAaHHBIX CTPYKTYp. Juarsos:
Nnuonatuueckuii gekomnencupoanubii CCCY, 6paaucucronndeckas Gpopma, Xpo-
HU4eckoe TeueHue. [IponabupoBanre MUTPaIbHOTO KanaHa.

Hous npobanaa, 40 ner. OT™MeudaeT rojoBOKpyxkeHue mo yrpam. Ilpu oObek-
TUBHOM HcclieoBanny U 1o qanHbeiM DKI cunycoBas Opagukapaus — 48-50 B MUHY-
Ty. llocne aTpornrHa MakCUMalbHOE yYallleHUE CUHYCOBOIO pUTMa 10 77 B MUHYTY.
Hannpie OOU: o MBb BBBDCY — 1300 mc, KBBOCY — 470 mc, BCAIT — 188
Mmcek, nociie MBb MPCY — 80 B munyty (HuXHsa rpanuiia Hopmsl — 81,9), BBOCY
— 1380 mc, KBBOCY — 600 mc, BCAII — 170 mc. Ilo ganabiM 3X0Kapauorpapuu
TUChHYHKIMS TOAKIAMaHHBIX CTPYKTYp. [[MarHo3: uamonaTH4ecKui KOMIEHCUPO-
BanHbll CCCY ,6paaucucronnueckas Gopma, XpOHUUECKOE TEUCHUE.

Coin pobanga, 39 net. XKamyercs Ha U3peKa BOZHUKAIOIIUE iepedon B pado-
T€ cepjlla, roJIOBOKpyxkeHue. [Ipu 00bEeKTUBHOM HMCCIEI0BAaHUU MATOJIOTUU HE BbI-
apieHo. DKI' Takxke 0e3 matojsoruu. MakcuManabHOE y4alleHUE CHUHYCOBOIO pUTMa
nocie arpornvHa — 94 B munyty. annsie O®U: no MBb BBOCY — 1380 wmc,
KBB®CY — 470 mc, BCAII — 180 mc, nocie MBb — UPCY — 80 B MuHyTY (HHKHSS
rpanuna HopMel 81,9 B munyty), BBOCY — 1480 mc, KBBOCY — 720 mc. [o u no-
cie MBbB Bo BpeMst KapAMOCTUMYJISIHUN TPOBOLUPOBAIUCH MAPOKCU3MBI OPTOIPOM-
HOW aTPUOBEHTPUKYJIAPHON PEUUIPOKHON TaxuKapauu ¢ yactoto A0 150 B MUHYTY
c uatepBaioM RP — 130 mc. B 060oux ciayyasx mapoKCU3Mbl KYITUPOBAIUCH CIIOHTAH-
HO. Jluarno3s: uauonaruyeckuii nareHTHbIH CCCY. CkpbIThiii cunapom WPW.

Cpennuit ceiH npobanga 35 ner. [lepuonnueckn oTMeUYaeT rojlOBOKPYKEHHE,
nepedou B padote cepaua. [Ipu o0bekTUBHOM HccaeaoBaHuu U 1o qanHbM DK cu-
HycoBas Opaaukapaust 58-60 B MuHyTY, OJOKMpOBaHHBIE MpPEACEpPAHbIE PKCTPACHUC-
tosibl. Hapyiienne BHyTpunpeacepiHoi nposoauMmoctu. Bo Bpemss DPU taxxke, Kak
y CTaplIero ChblHA, MPOBOLUPYIOTCS HAPOKCHU3MbI aTPUOBEHTPUKYIISIPHON PELUTIPOK-
HOM OPTOAPOMHOM TaxukapAauu. OyHKIMA CUHYCOBOTO y3JIa HE HapyleHa. /J(uarnos:
CKpBITBIA cUHApOM WPW.

VY cwiHa crapmiero ceiHa npobanna 9 netr Ha JKI BeIsiBIEeHA CUHO-aTpHAIbHAS
omokana Il crenenu I Tuma.
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VY npyrux 4iIeHOB CEMbU KaKOW- JUOO MATOJOTHH CEPACUYHO-COCYAUCTON CHC-
TeMbI HE BbIsIBJIEHO. DYHKIIMS CHHYCOBOTO y3j1a He ObliIa HapyIleHa.

B nanHol cembe BbIsBIIEHBI JieTH, TopaxkeHHbie CCCY, xoTs 3a00yieBaHUE Y
HUX UMeeT OoJjiee JIETKYI0 KJIMHUYECKYH KapTUHY 110 CPaBHEHHUIO C MPOOaHIOM.
Kpome Toro, 3Ta cembsi HHTEpECHA TEM, YTO 3JI€Ch IIPOCIICKUBAETCA COUETAHHE Ha-
cnenoBanusga CCCY u cunapoma WPW. PonociioBHas npencraBiieHa Ha pUcCyHke S.3.

1 | @2

1 243744

310pOBbIT

[TpoGany

\ VA boabnoii ¢ WPW

bonbuasa ¢c CCCY

Q A Bosbuoii ¢c CCCY u WPW

Q boapnon ¢ CCCY
3a0poBast

Puc. 5.3. PonocinoBHast ceMbu 2.

HecmoTpst Ha yeTko BhIpaykeHHBIN HacienctBeHHbIN xapakrep CCCY, 3tHo-
goruto CCCY Henp3si npu3HaTh OJHO3HA4YHOW. HacnencTBEHHYI0 OTATOIIEHHOCTH
CCCY Ham yaanoch BbIsBUTH Juilb Y 39 u3 109 OonbHbIX, T.€. B 34,9 % ciyuaes. B
octanbHbIX — npuunHON CCCY SBISIOTCA pa3iMyYHbBIE CEPACUYHO-COCYIUCThIE 3a00-
neBanus u, npexae scero, MBC. Io-Bumumomy, takue ciydan CCCY M0xHO 000-
3HAYUTh KaK BTOPUYHBIE, B OTIUYHE OT IEpBUYHOMN, HacaeacTBeHHOU Gopmbl CCCY.

[To nammmm nanubiM, nepBuunbii CCCY umeer Oomnee Tsokenoe Teuenue. [Ipu
CpPaBHEHUU OCOOEHHOCTEH TE€YEHHS M KIMHHUKO-3JIEKTPOKAPAHOTPAPUUECKUX TPOSB-
aeHui nepBu4HOro u BropudyHoro CCCY BBISIBUIIOCH, YTO KIMHUYECKH MaHU(ECTHU-
pytomas (opma 3abosieBaHUs (AEKOMIIEHCUPOBAHHBIA WM CUMIITOMATUYECKUN
CCCY) BcTpeuaeTcst 3HauuTENbHO yaiie y 00ibHbIX ¢ nepBuuHbIM CCCY. Bosbias
TSYKECTh KIIMHUYECKUX NposiBieHul nepsudyHoro CCCY cBsizaHa ¢ TeM, 4TO Y 3THX
OOJBHBIX Yallle HaOMIOAAIOTCA TaKHe »JJIEKTpoKapaAuorpaguueckue MnposBICHUS
CCCY, kak cuHo-atpuanbHas Onokana (81,58% nns nepsuunoro CCCY u 18,31%
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st BropuuHoro CCCY — p<0,001), total "apect" cunycoBoro ysna (47,37% s
nepsuydHoro CCCVY u 14,08% nns sropuunoro CCCY — p<0,01), mapokcusmsl Mep-
LaHUA-TpeneTaHus npeacepaui — opaau-raxucucronuueckas popma CCCY (57,89%
st nepeuyHoro CCCY u 21,13% nns Bropuunoro CCCY — p<0,01). (tabn. 5.2.)
DTO CBUIETENBCTBYET O 00Jiee PacCpOCTPAHEHHOM MOPAXEHUH MPOBOISIIEH cHCTe-
MBI cep/ilia (MOpaKeHUH CUHO-aTPUAIbHON 30HBI, IPEACEPANM, aTPUOBEHTPUKYJISAP-
HOTO coenuHenust) y 60apHbIX ¢ iepBUYHBIM CCCY B CpaBHEHUU C BTOPUYHBIM.
Tabnuma 5.2.
Hapymenus cepaednoro putma y O0JIbHBIX C IEPBUYHBIMHU

u BropuuHbiMu hopmamu CCCY
No bosbnbIE € MIEp- bosbHbIE € BTO-
0 /;1 HaunmMeHnoBanue aputMuun BuuHbIM CCCY puuabsiM CCCY P
Alc % Abc %
1. | CunycoBas Opaaukapaus 38 100,0 69 97,18 <0,05
2. | Cuno-atpuasibHas 610Kajaa 31 81,58 13 18,1 <0,001
3 ToTanbHBIN OTKA3 CUHYCO- 18 4737 10 14,08 | <0,001
BOI'O y371a
4, | Mapoxcusmbt QubpwIm | ) ) 57,89 15 21,13 | <0,001
- TpeNeTaHus Mpeicepann

Ha ocHOBaHMH BBIIEU3II0KEHHOTO HANPAIIMBAETCS BBIBOJ, YTO IMEPBUYHBIN
CCCY - ato 6one3np He Toinbko CY. Bo MHOrHX ciydasx 3TO pacrnpoCTpaHEHHOE
MHOTOYPOBHEBOE MOpa)XEHUE MPOBOMSIIEH cucteMbl cepaua. [lo-Bupumomy, 31O
Takke Hanbosiee TSHKENbI BapuaHT MEPBUYHOIO WM UAMOMATHUYECKOrO MOPaKeHUs
IIPOBOJIAIIEH CUCTEMBI CEpALIA.

['enetnueckue Qaktopsl, orBeTcTBeHHBIE 3a pazButue CCCY, mo mocneaHero
BpEMEHH BBISBUTH He ynaBaiock. Ho B 2003 romy mosiBuimch 2 paboThl, B KOTOPHIX
MpEACTAaBJICHBI TAHHBIE O MYTallUsSIX, OTBETCTBEHHBIX 32 Pa3BUTHE JAHHOTO CHHPOMA.
B gactHoctn, D. Benson et al. onucanu 10 metei u3 7 cemeil. Y BcexX dTUX JETEH IH-
arno3 CCCY 0b1n moctaBiieH B niepBbie 10 yieT Ku3HM, pudeM y 4 U3 HUX €Il BO
BHYTPUYTPOOHOM Tiepuojie. 5 aerelt u3 3 ceMel 0Ka3aauch reTepo3UroTHBIMU HOCHUTE-
JSIMA MyTalllid B T€HE MOTEHIMAI-3aBUCUMBIX HATpUEBBIX KaHAIOB SCNSA. Myranun
ObUIM OOHApYXEHbl B 5 PA3NMUYHBIX AJUIETSAX 3TOrO IeHa. YCTAHOBJEH ayTOCOMHO-
peneccuBHbli TUN HacaenoBanusa CCCY y atux 6onbHBIX [48].

Kak yxe ynomuHanoce panee, myraunu B reHe SCNSA OTBETCTBEHHBI 32 BO3-
HUKHOBEHHME TAKUX HACIIEJICTBEHHBIX 3a00J1€BaHUI (KaHAIONATUI), KaK CUHAPOM YIJIU-
HenHoro uHtepBasia QT, cunapom bpyrana, mporpeccupyroiiee HapyleHUe CepaACYHOM
MIPOBOAMMOCTHU. Paznuuue 3akitoyaercs B TOM, YTO MpU cuHApoMme bpyraga myranus B
TeHE TOTEHIMA-3aBUCUMbIX HATPUEBBIX KAHAJIOB MPUBOJIUT K YCWICHHUIO (DYHKIUH
ATUX KaHAJIOB. B TO BpeMsl Kak mpu MyTalusix B 3TOM I'€HE, IPUBOAAIIMX K MPOTrPECCH-
PYIOLEMY HApYLIEHUIO BHYTPUCEPAECYHOM MPOBOAMMOCTH WM K CHHAPOMY YIJIMHEH-
Horo QT, nmeer MecTo CHIKEHHE (PYHKIIUM ATUX KaHAJIOB.

ITockonbky B kieTkax CY OTCYTCTBYIOT NOTEHLHAI-3aBUCUMBIE HAaTPHUEBBIC
ka"anbl, Bo3HHMKHOBeHHME CCCY y mamueHTtoB ¢ myrtanueir B rene SCNS5SA mo-
BUJUMOMY, O0YCIIOBJIEHO TIOHMKEHHEM (PYHKIIMH MOTEHIINA-3aBUCUMBIX HATPUEBBIX
KAHAJIOB B KJIETKAaX BOJIOKOH CUHO-aTPUAIIBHOTO MPOBEJIEHUS C BOSBHUKHOBEHUEM CH-
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HO-aTpUaIbHOM OJIOKAJbl U BBICKATIb3bIBAIOIINX COKPAIICHUI U3 HIDKENIeKAIIUX OT-
JIEJIOB aBTOMATH3MA.

Kaxk nokazanu uccinenosanus E. Schulz-Bahr et al. (2003) [213], CCCY moxeTt
Takke Bo3HUKATh npu mytanuu B reie HCN4. I'enst HCN2 u HCN4 xonupyroT Ha-
TpUeBble KaHaibl neficMekepHbix kietok CVY (If). DTu kaHanbl akTUBU3UPYIOTCS B
MOMEHT UX TUIeproyspuszanuu, npuueM ot reHa HCN2 3aBucut ObICTpBIN HaTpHe-
BbI TOK, a oT TeHa HCN4 — memennsiii. Hapymienue paOoThl 3TUX KaHAJIOB MPUBO-
JUT K 3aMEIJICHUI0 CKOPOCTH CIIOHTaHHOW NENOJSpU3alud U COOTBETCTBEHHO K
YMEHBUIEHUIO YaCTOTHl CHHYCOBOI'O PUTMa.

Takum 00pazoM, Tipu HACIEACTBEHHBIX MOHOTEeHHBIX Bapuantax CCCY moryt
BO3HUKATh KaK HapyIleHus (YHKIMH TeicMekepHbIX kKieTok CY, Tak v HapylIeHUs
(GYHKIMU KJIETOK BOJIOKOH CHMHO-aTpHUajbHOTO mposeneHus. [lockoiabky B TOM U Jpy-
TOM Cllyyae MMEET MECTO MaTOJIOTUsl HATPUEBBIX KaHAIOB 0€3 CTPYKTYPHBIX Hapylle-
HUW B MUOKapJI€ U MPOBOJAIICH cucteme cepana, gaHubie BapuaHnTel CCCY MOXKHO C
MOJIHBIM NPABOM OTHOCUTH K KaHanomnaTusiM. OJHAKO B OOJIBIIMHCTBE CIy4yaeB NpH
nepBuyHOM (cemeitHoM) CCCY uMET MECTO CTPYKTYpHBIE (CKIEpO-IereHEPaTUBHBIE)
M3MEHEHMsI B MPOBOJALIECH cucTeMe cepiia. I'eHeTrka 3Toro Haubosee pacnpocTpa-
HeHHOro BapuanTta cemeiiHoro CCCY eliie *IeT CBOETro UCCIEA0BATENS.

[Ipumeuanue:

BepxHue rpaHuIlbl HOPMBI 3JeKTPO(QU3UOTOTHYECKUX ToKa3aTenel QyHKIIUU
CUHYCOBOTIO y371a (24):

Jlo MBb
BB®CVYmax - 1540 mc
KBB®CVYmax - 540 mc
BCAII - 203 mc
ITocne MBb

BB®CVYmax — 1322 mc
KBB®CVYmax — 500 mc
BCAIT-116 mc
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6. IIMOITATUYECKHE ATPUOBEHTPKYJISIPHBIE
N BHYTPU/XEJYOYKOBBIE BJIOKA/IbI.

6.1. UTUOTIATUYECKA S (ITEPBUYHA 51) ATPUOBEHTPUKYJISPHA S
BJIOKAJIA.

Nnuonatuueckoe (MEPBUYHOE) MPOTPECCUPYIOLIEE MOPANKEHUE MPOBOJSAIIECH
cepana nmoapooHo omucano J. Lenegre (1964) [144]. Ilpu aTom 3a00seBannu HaOIIIO-
JAI0TCSl U30JIMPOBAHHBIE CTPYKTYPHBIE (JIEr€HEPATUBHBIC) U3MEHEHUS B TPOBOASIICH
cucteMme cepaua ¢ nporpeccupytomeid Kl '-kapTHHON OT U30JIMPOBAHHOTO MOpaXke-
HUS OJHOM W3 BeTBeW myuka ['mca 10 MONMHOW aTPHOBEHTPUKYJSIPHOW OJIOKaabl Ha
nuctanbHOM ypoBHE. OnHoBpemeHHO M.Lev (1964) [146] Obutn onucaHbl MOA00HBIE
HapyiieHus GyHKIIUW MPOBOJSIIEH CUCTEMBI Cep/lia, HO B MPEJACTaBICHHBIX UM CIIy-
qasx, HapsAay ¢ MOP(OJIOTHYECKUMU JEeTreHEPATUBHBIMU M3MEHEHUSIMH B IPOBO/IS-
el cuctemMe cep/ia, HabMoAalICs TaKKe KaIbIIMHO3 COSIMHUTEIIbHO-TKAaHHOTO CKe-
JeTa cepjilla, BKJIKOYas KOJblla MUTPAJBLHOIO W aopTalibHOrO KiamaHoB. [loatomy
JAHHBIE HAPYIIECHUS MPOBOJISIIEH CUCTEMBI Cep/Illa HENMb3s MIPEACTABIATh KaK W30JIU-
poBaHHbIe. PaccmaTpuBaembie HapyIIeHUS MOTYYUIIA COOTBETCTBEHHO Ha3BaHUs 00-
ne3neit Jlenerpe u Jlepa. MlHorna npu moctaHoBKe auarHosa 3TH GhaMmind o0beau-
HSIIOT, YTO HE MPEJCTABISETCS BIOJIHE MPABOMEPHBIM, TTOCKOJIbKY Mopdoaornyeckas
U COOTBETCTBEHHO 3XOKapAvorpapuueckas KapTUHA MPU ITUX 3a00JIEBAHUSIX CYIIIe-
CTBEHHO paznuyaercs [10].

['eneanornyeckunii aHanM3 yKa3aHHBIX 3a00JI€BaHUN aBTOpPAMU HE MPOBOUIICS.
OpnHako mepBbIE MOIBITKM M3YyYEHUS CEMEHHBIX HApYIICHWW MPOBOJSALIEH CHCTEMBI
cepiiia OTHOCATCS ellle K Havany aBaauatoro Beka. Tak, B 1901 r. Morquio A070XUI O
ISTH OpaThsiX C HapYUICHUSIMU aTPUOBEHTPUKYJISIPHOTO NpoBeaeHusi. Ho nanbosblee
KOJIMYECTBO MYOJIMKAIINH, B KOTOPHIX PACCMATPUBAIOTCS Pa3IMIHbIC BapUAHTHI W30JIU-
POBAHHOIO MOPAKEHHUS MPOBOJIAIIEH CUCTEMBbI cepiiia 0e3 CBsI3U ¢ KaKuMu JMOO cep-
JICYHO-COCYTUCTHIMU 3a00JICBaHUSME (TaK HA3bIBAEMBIC HIMOMATUYCCKUC HAPYIICHHS
MIPOBOISIIICH CUCTEMBI CEP/ILIA), IPUXOAUTCS HA MOCICIHUE TPU JECATUIICTHSI.

A.J. Brink et al. (1977) oGcnemoBaan HECKOJIBKO BETBEH OOJIBIION CEMbU B
HOxnoli Adpuke, npeaku koTopoil ummurpupoBanu u3 Ilopryranuu B 1696 r. [56].
N3 o6cnenoBanHbix 86 yenoBeK y 42 KPOBHBIX POJCTBEHHUKOB OBLIN BBISIBIICHBI Pa3-
JUYHBIE HApYUICHUS CEpJCYHOM MpOoBOAMMOCTU. OHM pa3[eiuiu HapyLIEHUs cep-
JI€YHOU MPOBOJIMMOCTH Y OOCIICIOBAHHBIX POJICTBEHHUKOB Ha JIBa TUMA: IPOTPECCHU-
pytolas cemeliHas cepaedHas 6iokana | Tuna u nporpeccupyromias cemeiiHas cep-
neunas 6mokana Il tuma. Tun I mporpeccupyromieit ceMeiHoNl cepAedIHON OJI0OKAIbI,
110 MHEHUIO aBTOPOB, 3TO ayTOCOMHO-JOMUHAHTHAS NATOJIOTHUS, IPU KOTOPOU MPOUC-
XOJIUT TIOCJIEIOBATEIHLHOE MPOTPECCUPOBAHNE OT TOJIHON OJIOKAIbl TIPABOM HOMKKH
nydka ['mca u Oy0Kajpl epeaHe-BEPXHEro Pa3BETBICHMS JIEBOM HOKKHM myuka ['mca
k notHoM ABbB ¢ mmpokumu kommuiekcamu QRS. ITporpeccupyroias cemerinas cep-
nevHas 6sokana Il Tuna nposiBisieTcs MporpeccupoBaHUEM OT CUHYCOBOW Opaaukap-
nuu ¢ OJokaaou JIeBOM 3ajaHel BeTBU mydka ['mca k mosHou ABB ¢ y3kumu kKom-
miekcamu QRS. Kak mpu 1, Tak u npu 2 Tumax 6J0kaa HaOIH0IaI0Ch MPOrPECcCH-
pyrolIee mopaxeHue MpoBOASAIIEN CUCTEMBI CEpAla Ha AUCTaIbHOM ypoBHe. Mccine-
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JIOBATeNM MPEIonarajid, 4To HapylIeHUsl CepAeYHON npoBoauMoOcCTH | Thna npesa-
aupytoT B FOxHol Adpuke.

B 1986-1988 rr. Van der Merve et al. [243-246] npeacTaBuiu HOBYHO HHOOP-
Maiuio 06 3Toi ceMbe. B yacTHOCTH OBLIO JaHO KIMHUYECKOE M AJIEKTPOKapIAUOTpa-
¢uyeckoe onucaHue YETHIPEX HOBBIX CIy4aeB MPOrPECCHPOBAHUS HAPYIIEHUH cep-
JneyHol mpoBoaumoctH 110 nosHod ABB ¢ mupokumu kommekcamu QRS. Kpome
TOTr0, M3y4asl KJIMHAYECKHE IPOSBIECHUSA NPOrPECCUPYIOLIENH CEMEWHOU CEPIEYHOU
OsoKkaabpl OOOMX THUIIOB, OHM OTMETWUJIM, YTO CaMOYYBCTBHE OOJIbHBIX HAYMHAET
YXYJIAThCS paHbIle OpH | TUIIE MporpecCupyroIel ceMeHOM cepieuHon 010K IbI.

B 1995r. P.A. Brink et al. [57 | onyOiukoBanu pe3ynbTaTbl UCCIEIOBAHUS 11O
JNEeTEPMHUHAIIMM XPOMOCOMHOM TO3WIMK T€HA, BBI3BIBAIOLIEIO MPOrPECCUPYIONIYIO
ceMelHyo cepaeunyto Onokany tum [. ¥V Bcex oOcieqoBaHHBIX MPOU3BOAMIICS aHa-
o3 JIHK, BbiieneHHoN 13 TUMQOLMTOB y KUBBIX JIMI, @ Y YMEPUIMX - U3 TOCMEpT-
HBIX CPE30B TKaHEH, KOTOPbIE UMEIUCh B MATOJOT0aHATOMUYECKON KouieKuuu. OHU
OBLITM TEHOTUITUPOBAHBI TIO YETHIPEM CIEIUICHHBIM MOJMMOP(GHBIM MapKepam yJacT-
ka q 13.2- 13.3 xpomocomsl 19. HccnenoBarenu Opuillid K BBIBOJY, YTO T'€H MPO-
IPECCUPYIOIIEH CEMEHHOM cepaedHOM OJ0Kaabl THI | HAXOAUTCS B CETMEHTE pa3Me-
poM B 10cM 19 xpomocomsl, miieuo q 13.2-13.3. B 3ToM uHTEpBasie pacnoiaraercs
HECKOJIbKO BO3MOKHBIX (KaHAMJIATHBIX) F€HOB ATOW MATOJOTHM: aloJIMIONPOTEHHA
C, (ApoC,), kpeaTHHUHKHHA3bI, TponOHUHA T, a Takke TeH Oelka capKoIla3MaTH-
YECKOT'0 PETHKYJIyMa.

[Toutn omHOBpEeMeHHO ¢ TiepBoi nmyonukanueit P.A. Brink et al. B 1978 roay E.
Stephan et al. [226] onucanu oOmUPHYIO POJIOCIOBHYIO kuUTes JInBaHa, y KOTOpOTo
Ob10 260 MOTOMKOB OT TpeX keH (Tpu nokosieHus). M3 209 ocMOTpeHHBIX YJIEHOB
CeMbH y 32 BBISIBIICHO IIPOTPECCUPYIOLIEE NOPAKEHHUE MTPOBOASAIIEN CUCTEMBI CepALA
Ha ypoBHe pasBerBiieHus nmyuka ['mca: IIBITHIID — y 12 yenosek, HBIIHIII -y 7 ye-
nosek, [IBITHIIT" ¢ 6inokanoit nepeane-sepxHero passersienus — y 6, IIBITHIIL c
0JI0KaI0¥ 3aJHE-BEPXHETO pa3BETBICHUS — y 4 manueHToB, noaHas ABb ¢ mmpoku-
mu komiiekcamu QRS — y 3 genosek. [Ipu ocMoTpe B quHaMUKe y 4acTu OOJIbHBIX
JOTIOJTHUTENBHO MOSBUIACH TpUDACIUKYIISIpHAs 0JIoKana ¢ mpuctynamMu MopraHbu-
Anamca- Crokca. BHyTpuxkenynoukoBble 0JI0KaJibl, KaK MPaBUIO, COYETAIUCH C CH-
HYCOBOU OpauKapaucii.

A. de Meeus et al. (1995) [87] ycTaHOBUIN CBsA3b OOJIC3HH HAPYIICHUS Cep-
JEYHOr0 MPOBEACHUS B ceMbe, npeacTaBieHHor E. Stephan et al., ¢ momuMoppHbIM
mapkepom D19S604 na q meye xpomocomsl 19 (19q13.2-13.3).

F. Kyngt et al. [137] onucanu cemblo, B KOTOpoi y 7 u3 45 uneHoB Habroqa1-
Csl M30JIMPOBAHHBIN MTPOTrpecCUpyIoNuil 1ePeKT cepaeyHor MPOBOAUMOCTH, Y 4 CUH-
npom bpyraga. Kak B TOM, Tak ¥ B JIpyroM ciy4dae MMeJIa MECTO MyTalus B I'€HE
SCNSA (3amena rimnuHa Ha apruauH Mexay DIII —S5, DIII-S6 nomenamu 6enka Na
KaHaJoB), KOTOpasi MPUBOJMIA K TSDKEJIOMY YTHETEHHUIO HaTpueBoro Toka. Ho ogna u
Ta K€ MyTalus JaBajga COBEPUICHHO pa3uyHble (DEHOTUITUYECKUE MPOSIBICHUS. AB-
TOpBI MOJararT, YTO BO3HUKHOBEHUE TOTO WJIM MHOTO ()EHOTUIIA ONPEIEINETCS B
JTAHHOM CITy4ae BO3/ICHCTBUEM I'€HOB-MOIU(PUKATOPOB.

Kaxk npu cungpome bpyraaa, Tak 1 Ipu NpOTpECCUPYIOLIEM HAPYIIEHUU BHYT-
pHUCEpAIEUHON MPOBOAMMOCTH, OOYCJIOBJICHHbIMU MyTalusiMu B reHe SCNSA, Ha-
OJro1aeTcs CHUKEHUE (PYHKIIMM HATPUEBBIX KaHAJIOB. B CBS3M ¢ 3TUM IpenCcTaBIseT
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ocoObIit uHTEpec uccienoanue S. C. Priory et al. [189,190], onucaBmux coueranue
cunapomMa ynmuHeHHoro QT (Bapuant LQT3), npu xoTtopom (GyHKUHS HATPUEBBIX
KaHaJIOB MOBBIIIEHA, C HAPYILIEHUEM aTPUOBEHTPUKYJIISIPHOTO MMPOBEICHHUS.

C. Bezzina et al. [51] moka3aim, 4To NMPOTrpecCUPYIOIIee HAPYIICHUE cepacy-
HOI MPOBOIMMOCTH, 00ycloBiIeHHoe MyTaiueil rena SCNSA, conpoBoxaaeTcs u30-
JUPOBAHHBIMU JIET€HEPATUBHBIMM M3MEHEHUSMH B MPOBOASAIICH cHCTeMe cepiua.
Takum 00pazom, HapymieHus] GYHKIIUA UOHHBIX KaHAJIOB, TaK Ha3bIBa€MbIE KaHAJIO-
NaTHUH, MOTYT NMPUBOAUTH HE TOJBKO K HapyIIEHUSM (PYHKLHHU, HO U K OINpe/aeseH-
HBIM CTPYKTYPHBIM (J€r€HepaTUBHbIM) U3MEHEHUsIM. B KayecTBe aHAJIOTMHM IPUBO-
IAT NPUMEP apUTMOIE€HHOM IWCIIA3UH MPABOTO KEJIyJA04YKa cepAala, Mpu KOTOPO
MyTalMs F'eHa KaJblUEBbIX KAHAJIOB COMPOBOXKIAETCS CTPYKTYPHBIMA U3MEHEHUSAMHU
B MHOKAap/I€ IIPABOT0 JKEIy10YKa.

V. Probst et al. [194] ormeuanu, 4T0 BEpOATHOCTh KIIMHUYECKHUX MPOSIBICHHIMA
MPOTPECCUPYIOLIETO BHYTPUCEPICUHOTO OJI0OKA B CEMbSIX MOBBIIIAETCS C BO3PACTOM.

Takum 00pazoM, MPOrpecCUpPYIONINE CEMEHbIE HapyUIEHUsI CEpJIeYHOM Mpo-
BOJMMOCTH MOTYT OBbITh OOYCIIOBJIEHBI MyTallUSIMU HE YTOYHEHHOTro reHa B 19 xpo-
MOCOME, a TaKXe MyTaluen reHa HaTpueBblx KaHaioB SCNSA. KinnHuyeckue u
MOP(OJOTUYECKHE W3MEHEHUSI MPU ITOM COOTBETCTBYIOT ONUCAHUIO, CHAECIIAHHOMY
oouiee 40 net Hazan J. Lenegre.

CeMeliHble HapyILIEHUSI AaTPUOBEHTPUKYJIIPHOM ITPOBOJAUMOCTH MOT'YT BO3HUKATh
M Ha TPOKCHUMaJIbHOM ypoBHE. Hambonee sipkuii mpumep OOIIMPHONM POJOCIOBHOM
npencrasiedH B 1973 r. N. Lynch et al [153]. Ouu onmcanu GONBIITYIO CEMBIO, COCTOSI-
11yto U3 502 KpOBHBIX POJICTBEHHUKOB (249 MyX4uH U 253 5KEHIIMHBI) B ST MMOKOJIE-
Husix. HapyieHust aTproBEHTPUKYJISIPHOTO MPOBEACHHS ObUTM UACHTU(MUIIMPOBAHBI Y
26 usieHOB ceMbH B 3 nokoJyieHusX. K npumepy, oiHa *eHIHa Obula 3aMy>KeM 3a JIBY-
Ms1 OpaTbsIMHU, KOTOpPbIE ObUTH TOPAKEHBI ATON OOJIE3HBIO U YMEPJIM BHE3AITHO B MOJIO-
oM Bo3pacte. [lopaxkeHsl ObUTM U JIETH OT 3THUX OpakoB. Bce OonbHBIE B 3TON cEMbe
uMenu JieeKThl MPOBEICHUS B BUJIE MPOKCUMAIILHOM, mporpeccupyromeit ot I mo 11
crerienu ABB. Kakue-m0o 3aboeBanus cep/ie4HO-COCYAUCTOM cuctembl, Kpome ABB,
y HUX OTCYTCTBOBaIH. IIpH mccnenoBaHum 31I€KTporpaMMbl mydka ['rca uHTepBai, xa-
PaKTepU3YIOIIUNA IPOBEICHHUE T10 MUKy [ 'Mca, y 3THX O0JIBHBIX OKa3aJICsi HOPMAJIbHBIM.

B npexncrtaBineHHON nuTEpaType ONMHUCHIBAIKNCH JUIIb OJAMHOYHBIE CEMbU C Ha-
PYLICHUSMH aTPUOBEHTPUKYJIIPHOTO MPOBEJCHUS, HE ObUIM BBISICHEHBI 3aKOHOMEp-
HOCTH HAcJIeJJOBaHUs JaHHOW IMAaTOJIOTHH, HEe ObLI JI0Ka3aH TUI HacliefoBaHus 3a00-
JIEBAHMUSL.

Hamu BbISIBJIEHO ceMeifHO€ HaKOIJIeHHE 3a00JeBaHMUs B CEMbAX MPOOAHNIOB C
NEPBUYHBIMU aTPUOBEHTPUKYIAPHBIMU Onokanamu. MccnegoBano 158 mpobGanioB ¢
ABbB u 578 ux poacrBennuxoB I, II u III ctenenn poacrtea. Yactora ABbB B cembsax
npoOaHIoB ¢ 3TON marosnoruen cocraBuia 14,9%, 4ro 3HAUMMO MPEBBIIIANO UX Yac-
TOTY B OPraHM30BaHHOM momyJssinuu r. KpacHosipcka, MOJy4YeHHYI0 B HAIIEH KIJIWHHU-
ke — 0,54%.

DTO MOATBEPKIAAET HACIEACTBEHHYIO NPEAPACIOJIOKEHHOCTh MEPBUYHON aT-
PUOBEHTPUKYJIAPHOUN OJIOKABI.

B cempsx mpoOaHIOB ¢ HapylICHUSIMU aTPUOBEHTPUKYJSPHOTO MPOBEIACHHUS
HanOoJiee BHICOKA MOPAKEHHOCTh POJICTBEHHUKOB | cTeneHu poicTBa: MOPaXEeHHOCTh
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opatbeB coctaBmia 33,33%, cectep —28,57%, nopaxkeHHOCTh OTHOB- 30,60% (TabI.
6.1.1., puc. 6.1.1.)
Ta0mura 6.1.1.
deHoOMEH ceMeiHOM arperaiuy B TpyIie npooaHI0B
C aTPUOBEHTPUKYJISIPHIMU OJIOKaTaMH.

Crenenb PO NCTBeHHMKH % ABB Jpyrue HCIT A]?{BCB?p'
POACTEA A | abc. % | a0c. % | abc. %
Martn 59 14 2373 | 3 5,08 17 28,81
Oreng 36 11 30,60 | 5 13,88 | 16 44 4
Ier. Chin 65 | 5 | 7,69 | 7 | 10,77 |12 | 18,46
PoscTaa Joub 100 10 10,00 3 3 13 13,0
Cectpa 63 18 28,57 8 12,70 | 26 41,27
bpar 42 14 33,33 5 11,91 19 4524
Bcero I cT. ponctBa 365 72 19,73 31 8,49 103 | 28,22
Tetka 11 2 18,18 2 18,20
Bayk 31 1 3,23 1 3,23 2 6,45
II cr. Bryuka 46 - - - - - -
[InemssHHUK 11 - - - - - -
Ponctea | [Tnemstuauma | 17 - - 3 17,64 3 17,70
Tlen 4 - - 1 25,00 1 25,00
baOka 7 1 14,29 - - 1 14,29
Bcero II cT. poactsa 127 4 3,15 5 3,94 9 7,09
ITIpaBHyK 2 - - - - - -
III . [IpaBHyuka 1 - - - - - -
Poncrsa | 2B opar 10 - - 1 10,00 1 10,00
1B cecTpa 5 - - 1 20,00 1 20,00
Bcero III cT. poacTsa 18 - - 2 11,11 2 11,11
Bceero 510 | 76 14,90 38 7,45 114 | 22,35

OnenuBas vactoty BcTpeuaemoctd ABB cpenm poacTBeHHHKOB MpoOaHIoOB ¢
ABbB u nonynsimoHHo# yacToToM 3a0oseBanus (Tabdiu. 6.1.2.), MOKHO TakKe OTMe-
TUTh HAKOIJICHUE 3TOM MaTOJIOTMH B CEMbSIX M MPEBBIILICHUE YPOBHS MOMYJISLIIUOHHO-
ro KoHTpoJisi. IIpeBbillieHne ypOBHS MOMYJISIUOHHOTO KOHTPOJISI B MCCIEAOBAHUU
ob10 oT™MeueHo B rpynie ABB I crenenu (12,35% B uccnenosanuu npotus 0,36% B
nonyssiuuu, p<0,001), npu cymMMapHOM MOpa)XeHUH aTPUOBEHTPUKYIISIPHOTO COEIU-
Henus (12,55% B uccnenoBanuu npotus 0,54% B momymsiuuu, p<0,001), B ciydae
couetanuss CCCY u ABDB I crenenu (1,18% B uccinenosanuu npotus 0,045% B no-
nyssinuu, p<0,01), B cinyuae coueranusi CCCY u NTaTeHTHOrO HapyIIEHUs aTPUOBEH-
Tpukynsipaoro mnposeneHust (0,078% B wuccnemoBanuum u 0,02% B momynsiuu,
p<0,05).
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Puc 6.1.1. Cemeiinas arperaifys aTpuOBEHTPUKYISPHBIX OJIOKa]

B CEMbBIX C ATOH ITATOJIOTHUEH.

CTBEHHUKOB npoOaH10B ¢ ABbB u

MONYJISIHMOHHOW 4aCTOTOM.

Tabmura 6.1.2.

CpaBHHTEIbHAS YACTOTA BCTPEYAEMOCTH aTPUOBEHTPUKYIISIPHBIX OJIOKAJ] Cpelid PO/I-

YacroTa BCTPCHYACMO-

Homysum- ctu ABB y pojcTBeH-
OHHAsI dYac-
Hapymienus nposeneHus HUKOB TMpPOOaHIIOB B P
tora ABb B
o HCCJICJOBAHHU.
' aoc. %

ABB I ct. 0,36 63 12,35 <0,001
ABBII ct. Mo6wuTi I 0,18 - - >(0,05
ITpokcumanbuas ABbB 11 cT. - 1 0,20 >(,05.
Bceero nopaxenust AB - coenuHenus 0,54 64 12,55 <0,001
Hucramenas ABB III cT. - 2 0,39 >0,05
Coueranne CCCY u ABBb I cT. 0,045 6 1,18 <0,01
Coueranne CCCY u TaTeHTHOTO Ha- 0,02 4 0.78 <0,05
pywenust AB- nposesieHust
Bcero 0,605 76 14,90 <0,001

[Ipu cpaBHEHUU ceMEHOTO HAKOIIJICHHUSI aTPUOBEHTPUKYJISIPHBIX OJIOKAa[ C IMO-
MyJISIIMOHHBIM KOHTPOJIEM B pa3HbIX BO3pacTHhIX rpynnax (Tadm. 6.1.3.), Takxke oTMe-

YEHO MPEBBIIICHUE €r0 YPOBHSI.
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Tabmuua 6.1.3.
CpaBHuUTEIBHAS YaCTOTA BCTPEUAEMOCTH aTPUOBEHTPHUKYJISIPHBIX OJIOKAJ Cpeau

MYKYUH U KEHITUH B Pa3HBIX BO3PACTHBIX IPyINax poJACTBEHHUKOB MPOOAHI0B C

ABDB u nonynsiiimoHHON YaCTOTOM.

Yacrora BcTpewaemoctu| Yacrora BcTpedae-
ABbD y poacteennukoB | moctu ABbD B nomy- P
CpaBHHBaembIe
poOaHI0B B UCCIIEIO- TSN
TPYIHIBE BaHHUH
abc. % abc. %

MYXK 6 (n=72) 8,33 0 (n=174) - <0,01

Ho 19 ner
KEH 3 (n=103) 291 0 (n=82) - <0,05
MYK 6 (n=43) 13,95 1 (n=458) 0,22 | <0,05

20-29 ner
KEH 8 (n=56) 14,29 0 (n=316) - <0,05
MYK 6 (n=32) 18,75 2 (n=421) 0,48 | <0,05

30-39 ner
KEH 9 (n=52) 17,31 1 (n=401) 0,25 | <0,05
MYXK 8 (n=28) 28,57 4 (n=536) 0,75 | <0,001

40-49 ner
KEH 14 (n=46) 30,44 4 (n=540) 0,74 | <0,001
MYXK 3 (n=17) 17,65 2 (n=417) 0,48 | <0,05

50-59 ner
KEH 4 (n=32) 12,50 3 (n=413) 0,73 | <0,01
MYK 2 (n=8) 25,00 2 (n=359) 0,56 | <0,05

60-69 ner
KEH 7 (n=18) 38,89 1 (n=183) 0,55 | <0,001
70 ner m Go- | MyX 0 (n=2) - 2 (n=87) 2,30 | >0,05
JIcC KEH 0 (n=9) - 2 (n=45) 4,44 | >0,05

B cembsix npo6anioB ¢ npokcuManbHbIMU ABDB yalie HakaramBaroTcsl MPOKCH-
MmanbHble ABB (16,67% B ceMbsix mpobanioB ¢ npokcuMaibHbiMu ABB nipotus 3,33%

B CEMbSX NpOOaHAOB C JUCTAIBHBIMU ATPUOBEHTPHUKYJSPHBIMH OJOKagaMu — p<
0,001) —Tabn . 6.1.4.,6.1.5.
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Tabmura 6.1.4.
Hakonnenne HapyleHuit cepiIeqHON MPOBOAUMOCTH Y POJICTBEHHUKOB
poOaH0B C MPOKCUMAJIbHBIMU aTPUOBEHTPUKYJISIPHBIMU OJIOKagaMHu.

Hapymenus npoBoauMoCTH y pOJICTBEHHUKOB TTPOOaH-
JIOB C MPOKCUMAJIbHBIMU aTPHOBEHTPUKYIISIPHBIMH 0J10-
CreneHk PonacrtBennuku RaaMu
poncTsa % ABB IL‘Z‘(’; HAp].S1]35>1H<J1]5H Tpyrue HCIT
a aoc. % aoc. % aoc. %
Martsb 39 9 23,08 2 5,13
Orent 21 7 33,33 1 4,76
{) o o 50 | 7 | 1400 | 2 | 400 | 1 | 2,00
52 Coin 37 5 13,51 2 5,41 1 2,70
Cectpa 42 11 26,19 2 4,76 2 4,76
bpart 27 7 25,93 - - - -
Bcero I cT. ponctBa 216 | 46 21,30 9 4,17 4 1,85
TeTka 9 2 22,22 - - - -
Bnyk 14 1 7,14 1 7,14 - -
II cr. | BHyuka 12 - - - - - -
poxct- | IInemsHHUK 11 - - - - - -
Ba [InemsaHMIIA 15 - - 1 6,67 - -
Hen 3 - - 1 33,3 - -
baOka 5 1 20,00 - - - -
Bcero II cT. poncTsa 69 4 5,80 3 4,35 - -
III cT. JIB. Opat 10 - - - - 1 10,00
pOACT-
Ba JIB. cecTpa 5 - - - - 1 20,00
Bcero III ct. poactBa 15 - - - - 2 13,33
Bceero 300 | 50 16,67 12 4,00 6 2,00

B cembsix mpoGanioB ¢ auctaibHbiIMH ABB mpoucxoauT HaKoIICHHE BTOpUY-
HBIX ciiyyaeB 3a0osieBanus 3a cueT auctanbHbix ABB u BXb (15,71% B cembsix mpo-
6ann10B ¢ auctanbHbiIMA ABB nipotuB 4,00% B ceMbsx MpoOaH0B C MMPOKCUMAIbHBIMHU
ABB - p<0,001) - Tabmn. 6.1.4.,6.1.5.
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Tabmura 6.1.5.
Hakorienne HapyIeHui cepIeYHO MPOBOAMMOCTH Y POACTBEHHUKOB IMPOOAH]IOB C
JTUCTANTBHBIMHA aTPUOBCHTPHUKYJIIPHBIMU OJIOKAIaMHU.

Hapymienust npoBoJMMOCTH y pOJICTBEHHUKOB TTPO-
0aHJIOB C IUCTAIbHBIMU
Crenens | PojersennuKy _ aTPUOBEHTPHUKYJIIPHBIMU OJIOKaIaMU
e Huct. ABb nnm
poIcTBa g ABb somnos. BIKE Hpyrue uell
aoc. | % aoc. | % aoc. %
Martb 20 1 5,00 4 20,00 1 5,00
Orent 15 1 6,67 4 26,67 2 13,33
Icr. Jloub 50 1 2,00 2 4,00 - -
PoxncrBa | CeiH 28 - - 5 17,86 -
Cectpa 21 2 9,52 8 38,10 1 4,76
Bbpar 15 1 6,67 10 66,67 1 6,67
Bcero I ct. poactsa 149 6 4,03 33 22,15 5 3,36
TeTka 2 - - - - - -
Bnyx 17 - - - - - -
Bayuka 34 - - - - - -
Il cT.
Posicrea [InemssHHUK - - - - - - -
ITnemsaunuma 2 - - - - 1 50,00
Jlen r - | - [ -1 - -~ -
babka 2 1 50,00 - - - -
Bcero II cT. poactsa 58 1 1,72 - - 1 1,72
III cr. IIpaBHyK 2 - - - - - -
poactBa | [IpaBHyuka 1 - - - - - -
Bcero III cT. poacTsa 3 - - - - - -
Bceero 210 7 3,33 33 15,71 6 2,56

[Tpn Hamu4YMKM 3HAYUMOTO TEHETHYECKOTO KOMIIOHEHTa B JETEPMHUHAITUU 3200-
JIeBaHUS BapuaOeIbHOCTh PACTIPECICHHS OTINYAIONTUXCS APYT OT Apyra (GEeHOTHUIIOB
B CEMbAX OOYyCJIOBJICHA Pa3IMYHBIMKU MeXaHU3MaMu HacienoBaHus. [lostomy cie-
JTYIOIIMM 3TaroM HCCIICIOBaHMS TIOCHE JOKa3aTeabCTBa HECIYyYalHOCTU arperamuu
3a00JIeBaHUsI B CEMbSIX M YCTAHOBJICHUS 3HAYMMOM POJIM HACIEJICTBEHHOCTH B (hop-
MUPOBaHHUM 3TOTO (PEHOMEHA SBJISIETCS CErPEeTallMOHHBIA aHAIU3, 3aKTFOYAIOIINICS B
OIIEHKE COOTBETCTBHS OXKUJAEMbBIX IPU OINPEICICHHOM THUIIE HACJICIOBaHUS W Ha-
OJIFOJa€MBIX CErperalMoHHBIX 4acTOT. B COOCTBEHHBIX HCCIIENOBAHUAX sl cOopa
CEMEHHOTO MaTepuajia Mbl MCIOJBb30BAIM €IUHUYHYIO perucTparuio. B BbIOOpKe
MIPE/ICTABIICHBI CEMbU Opaka «00JbHON-310pOBEIiY. {715 (hopMabHOTO TeHETUYECKO-
ro aHaJii3a THIIa HACJIeIOBAaHMS MCIIOJIB30BaH MeToJl BaitHOepra s equHUYHON pe-
TUCTpALUH.

JIns mpoBeIeHUsI CErperalliOHHOTO aHaJInu3a UCI0JIh30BaJIach TPyIIa 00IbHBIX
C WIWONMATHYSCKUMHU WM TEPBUYHBIMU (hOpPMaMH HAPYIISHUH CEPICUYHOU MPOBOIU-
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MocTH. B Tabmuie 6.1.6. mpeacTaBieHbl cMOCTBA /ISl aHAIM3a CerperalfmoOHHON Jac-
TOTBI ATPUOBEHTPHUKYJIIPHBIX OJI0KaI.
Tabmura 6.1.6.

CerperallnOHHBIN aHAJIM3 B CEMbSX MPOOAHI0B C aTPUOBEHTPUKYJISIPHBIMU OJIOKaTaMH.

Uwnciio cubCoB ¢ MOpPaKeHHBIMU JETHMU
Pasmep Hucio S 1 nopa- 2 mopaxkeH- | 3 Mopa)eH- R
cuOcTBa cuOCTB KEHHBI | HBIX peOeHKa | HhIX peOCHKa
peOeHOK
2X cOCOBBIC 42 84 21 21 - 63
3X cuOCOBBIC 2 6 1 1 - 3
4x cuOCOBBIC 2 8 2 - 4
Bcero 46 98 22 24 - 70

Bce uucnoBeie gannbie B opmyny BailinOepra s €eTMHUYHOM PETHCTpaIluu
B3ATHI 13 Ta0IUIIEI 6.1.6.
«IIpodanxoBblii MeTON» BaiinOepra.

spo RN _70-46_ 4 16
S—N 9846
s §F|
" IsE(sF)
S S-N
t __ 05704 s rcass)
(aymoc—doun) \/ 0.4621-0462) :
98— 46
t _ 102520463 00 (s
(aymoc— peyec) \/0,462(1 -0,462) ’ -
98— 46

«CubcoBblit MeTO» BaiinOepra.

CormacHo 3akoHaM BKCHepI/IMeHTaHBHOﬁ I'CHCTUKH, aYTOCOMHO-HOMHHaHTHBIﬁ

s - 2R 485006
>n(s, 1) 81
t _ 0,5-0,5924 ~ 1,696 (£<2.58)
(aymoc-0omun) \/0,592d1 — 0,5926)/(8 1) >
0,25-0,5924

= 6,275 (t>2.58)

) -
(meerened 10,5921 -0,5926)/(81)

TUI HACJIEIOBaHUs, BRIUMCIISIEMbIN 110 MeToly BalinOepra, onpeaensiercs, eciu t< 2,58.
VYuuteiBast pe3yabTaThl MPOOAHIOBOTO U CHOCOBOTO METOJIOB CETPErallMOHHOTO aHAJIH3a
B CEMbsIX, MPOOAHIbl KOTOPHIX CTPAJAIOT aTPUOBCHTPHUKYJISIPHBIMH OJIOKaJaMHU, HE UC-
KITIOYAeTCsl ayTOCOMHO-IOMUHAHTHBIN THIT HACJIETOBAHUS 3TOTO 3a00JICBaHUA.
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CornacHo mMOJy4YeHHbIM HAMHU JIaHHBIM, MPEAINOJaraéM ayTOCOMHO-JIOMHHAHT-
HBIW THUIT HACJIEIOBAHUS HAPYIICHUN TPEACEePAHO-KEITYI09KOBOM MPOBOAUMOCTH.

Hamu Oblia onieHeHa TsHKeCTh KIIMHUYECKUX MPOSBICHUM y MpoOaHI0B C mep-
BUYHBIMA U BTOpUUHBbIMH (hopmamu ABDB (tabn. 6.1.7.). ns ctpororo pasjaeieHus
6onpHBIX ¢ ABB 1Mo ypoBHIO MOpa)keHUS Ha MPOKCHUMAIBHBIC U JUCTATbHBIC ITUM
naneHTaM npoBoauiack ['uc — anekrporpamma. CoriacHO MOTy4YeHHBIM HAMH JaH-
HBIM, KOJIMYECTBO OOJIbHBIX C JUCTAIBHBIMU U MPOKCHUMAJIBHBIMU aTPHUOBEHTPHUKY-
JSIPHBIMHU OJIOKaJaMU B Tpymmnax mpoOaHIOB C MEPBUYHBIMU U BTOpuuHbIMU ABDB
JIOCTOBEPHO HE pasznudaiock. HecMoTps Ha 3T0, MpoOaHabl ¢ BTOPUYHBIME (hOpPMAMHU
ABB umeror 6osee sSpKyr0 CUMITOMATUKY 3a0o0seBaHMsl, 00Jee BBIPAXKEHHYIO KIH-
HUYECKYI0 KapTUHY (TOJOBOKpY>KE€HHE, 0OMOPOKH, MpHUCTynbl Mopransu—Agamca—
Croxca, SIBI€HUS CEplIeYHOM HEJAOCTATOYHOCTU HAOIIOJAINUCh JOCTOBEPHO Yalle Y
npoOansoB ¢ BropuuHbiMU (popmamu ABB). OueBHIHO, YTO TSKECTh KIMHUYECKUX
IpOsIBIICHUM 3a00seBaHus y npoOaHa0B ¢ BTopuuHbiMU opmamu ABB onpenenser-
Csl HE TOJIBKO YPOBHEM M PACcpPOCTPAHEHHOCTHIO MOPAXKEHUS TPOBOISIICH CHCTEMBI
cepaua, HO ¥ MEPBUYHON MATOJIOTHEN CEPAEYHO-COCYAUCTON CUCTEMBI.

Ta0Omuma 6.1.7.

TspkecTh KITMHUYECKUX TIPOSBIECHUHN Y MPOOAHIOB C IEPBUYHBIMU

¥ BTOPWYHBIMHU HAPYIICHUSIMU aTPHOBECHTPHUKYJISIPHOTO TTPOBEICHMS.
[TpoGanne! ¢ nep- [TpoGanne! ¢ BTO-
Kimanueckue BUYHBIMU ()OpMaMU | PUYHBIMH (popmMamu p
[IposiBnenus ABB (n=108) ABB (n=50)
abc. % abc. %
["0J10BOKpY:KEHUE 76 70,4 42 84,00 <0,05
O6MOpOKH 50 46,3 36 72,00 <0,01
ITpuctynst MAC 21 19.4 17 34,00 <0,05
Asnenus CH 60 55,6 40 84,00 <0,01

Jiia nmpoGanoB ¢ nepsuuHbiMU popmamu ABB xapakTtepna Gomnee nerkas cre-
NEHb NOPAXXKEHUS aTPUOBEHTPHUKYIIAPHOTO coeAnHeHus (Tadi. 6.1.8.). Y npobanaos ¢
NEepPBUYHBIMH (popMaMu aTpUOBEHTPUKYISpHBIX Onokan ABB I cremenu otmeuena y
40,74% u tonbko y 14% naumnentoB ¢ BropuunbiMu ABB. Ho nucrtansnas ABB III
CTEINEHH, MPOTHOCTUYECKN HeOaronpusitHas, Obula 3apeructpupoBana y 66% naru-
eHToB ¢ BTopruuHOM ABDB 1 Tosbko y 25% mnanuentoB ¢ nepsuuHoit ABB. Takum 06-
paszoM, niepBuyHasi ABb sBisieTcsi OTHOCUTENBHO T0OPOKAYECTBEHHBIM 3a00J1€BaHU-

€M, XOTsI B 3TOM rpymime npoOaH 0B BCTpeHaIUCh U AucTaibHbie ABD.
Tabmura 6.1.8.

Hapyiienust aTpuoBEHTPUKYJISIPHOTO MTPOBEACHUS Y TPOOaHI0B
C MEpBUYHBIMU U BTOPUYHBIMU (popMaMu

. [TpoGanms ¢ miep- [TpoGaums! ¢
HaszBanue HapyueHumn
BUYHBIMHU ()OpMa- | BTOPUYHBIMU
aTPHOBEHTPHKYIAPHOTO MPOBE- |\ np (n=108) | dopmamu ABB p
JICHUS (n=50)
abc. % abc. %

ABb I cT. 44 40,74 7 14,00 <0,001
ABB II ct. I T 3 2,78 1 2,00 >0,05
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ABB II ct. II THIIa 7 6,48 1 2,00 >0,05
ABB I ct. npokcuMalibHbIE 27 25,00 8 16,00 >(,05
ABB I ct. nucranbHbBIE 27 25,00 33 66,00 <0,001
Bce npokcumainbnbie. ABB 74 68,52 16 32,00 <0,001
Bce mucransasie ABbB 34 31,48 34 68,00 <0,001

[IpuBOIMM TIpUMEpP MHTEPECHON CEMbHU, IJI€ YETKO MPOCIEKUBACTCS CEMEN-
Hasi arperanus 3a00JeBaHusl.

CEMEMHAS UCTOPHS

[Ipo6ang P., 48 net. XKanyeTcs Ha TOJIOBOKpPYKEHHUE, BO3HUKAIOIIIEE TIPU JJIH-
TEJIbHOM HAaXOXIEHUW B BEPTUKAIBHOM IMOJIOKEHUHU, NIPU CMEHE MOJIOKEHUS TEla,
npu GU3NUECKON HArpy3Ke; yXyJIIIeHHe MaMsATH, T0JIOBHBIE 00711, c1abocTh. CuuTaer
ce0st 00IBLHOM OKOJIO 5 JIET, KOT/Ia CTaj0 MOBBINIATHCS apTepUaIbHOE JIaBJICHUE, MaK-
cumaibHoe AJl- 200/130 mm.pT.cT.. B 1ensix CHMKEHHSI apTEepUaNbHOTO JIABJICHUS
npuHUMaeT HHruouTopbl AII® u moueronnsie. [locnenaue 2 roga 6€CIOKOUT TOJIO-
BOKPY)KEHHE, KOTOPOE OCOOCHHO YCHIIUIIOCH MOCTIEHIE 2 HECIH.

Bepxyuieunsiii TOJUOK HE nainbnupyercd. JleBas rpaHunia OTHOCHUTENBHOM
CEepACUYHON TYIOCTU MEPKYTOPHO ompenensiercss Ha 0,5 cM KHapy»Ku OT JIEBOW Cpel-
HEKJIIOUYMYHOU JIMHUM, APYTUe TPaHUIIbI cepAla B HopMe. TOHBI cep/iiia puTMUYHBIE,
akueHt Il ToHa u kopoTkuil cuctonndeckuii mym Ha aopte. HCC 48 B munyty. A/l
160/85 MM pt.cT.. [laToNIOTMU APYTUX CUCTEM MPU OCMOTPE HE BBISBIICHO.

[To OKI" - YCII 85 B munyty, UCXK 44 B munyty, QRS - 0,10", QT - 0,50",
Rv4=Sv4, Rys>Ryy. 3akmouenne: npokcumansuass ABB III cT., mpu3Haku runepTpo-
(um 1eBOro XKemy10uKa.

[To snexktporpamme mnyuka I'mca — mnpokcumansHas ABDB. Ilo ngaHHBIM
OXOKC He3HauuTenbHasg IUaTallds MOJOCTH JIEBOTO >Xeiynouka. Koponaporpa-
¢us: 1eBOCTOPOHHUN TUII KPOBOCHAOXKeHUs. ['eMoIMHAMIYECKN 3HAYNMBIX, KPUTH-
YECKUX CTEHO30B M OKKJIIO3MM HE OOHapyXeHO. boibHOW ObLT BHICTaBJIEH CIEAYIO-
i quarnos: [lepBuunas npokcumManbsHas nojaHas ABB. ['unepronnueckas 60Je3Hb
IT crt..

Hous npobanga, 21 roa. XKamnob Her. Hanuuue xakux-i1i00 3a00jieBaHUN OT-
puniaet. [Ipu ocMOTpe HUKaKUX OTKJIOHEHUM BBISIBJIEHO HE OBLIO.

ITo OKT - cunycoBas Opagukapaust ¢ YCC 55 B munyty, <a+30°, P - 0,08",
PQ -0,26", QRS - 0,08", QT - 0,38". 3akmouenue: ABb I ct. CunycoBas Gpagukap-
nus. Jlanasie YIICJIT - no MBb BCAII — 156 mc, BBOCY — 1340 mc, KBBOCY -
320mc; Touka Benkebaxa - 100 umm./muH., nocae MBb BCAII - 140mc, BBOCY -
1320mc, KBBOCY - 300mc, UPCY — 110 (Bo3pacTHas HopMa > 91 B 1 Munyty). Ila-
TOJIOTUU CO CTOPOHBI CHHYCOBOTO y371a BbIsiBJIeHO HEe Ob110. [To nanusiM 9XOKC Hu-
KaKoOM MaToJOTUU CTPYKTYp cepjilia He 0OHapykeHO. boabHOM ObLT BHICTABIIEH CJle-
nytomuid nuarnos: [lepsuunas ABB I crenenu.

Hous npobanga, 24 rona. XKanob Het. M3 anamMHe3a HM 0 KakuX 3a00JICBaHM-
SX BBISICHUTH HE ynanoch. [Ipu ocMoTpe maTosioruu 0OHapy’eHO He ObLIO.

[To OKT' - cunycoBas Opaaukapaust ¢ HCC 53 B munyty, <a+45°, P - 0,08",
PQ - 0,22", QRS - 0,08", QT - 0,32". 3akmouenue: ABbB I cr.. lanasie UITICJIII - no
MBB BCAII - 162mc, BBOCY - 1860mc, KBBDCY - 660mc; Touka Benkebaxa - 110,
nocie MBb BCAII - 144mc, BBOCY - 1980Mmc, KBBDOCY - 800mc., UPCY — 65
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(Bo3pactHast HopMma > 89 B 1 munyTy). Touka Benkebaxa nocne MBb — 120. 1o nan-
HbIM DXOKC oOHapykeHa JOMOJHUTENbHAS XOp/ia JIEBOrO Kelyaouka. boasHOM BbI-
CTaBJIEH cheayromuil auarno3: [lepBuunas OunomansHas 6one3Hs cepaua: Komrencu-
poBanHbiit CCCY, 6panucucronuueckas gopma, ABB I cT..

Myx npo6anna, 50 ner. XKano6 ner. M3 anamHe3a U3BECTHO, YTO B TEUEHHUE
15 net umeeT s13BeHHYIO0 00JIE3Hb JBEHAIUATUIIEPCTHON KHUILKH C PEIKUMHU 000CTpe-
Husmu. [Ipu ocMoTpe matonoruu ooHapyxeHo He 0bu10. [To DKI - puT™M cHHYCOBBII
¢ UCC 84 B munyty, <o+60°, P - 0,08", PQ - 0,14", QRS - 0,08", QT - 0,32".

Cectpa npobanpa, 36 ser. XKano0 Het. M3 anHamMHe3a HU 0 KakuX 3a00JIeBaHU-
X BBISICHUTH HE ynanock. [Ipu ocMoTpe natonoruu oOHapy>XeHO He ObLIO.

ITo OKTI' - purm cunycoBbiii ¢ YHCC 80 B munyty, <a+75°, P - 0,06", PQ -
0,14", QRS - 0,06”, QT - 0,40". Ilpu nposenennn DXOKC naTosioruu CTPyKTyp
cep/lia BhISIBIIEHO He ObL10. TakuMm 00pa3oM, B JaHHOW CEMbE OTMEUAETCs HaKOILIe-
Hue 3a0osieBaHus. OHO MOATBEPKICHO Y MAaTEPH U JIBYX €€ JI0UepeH.

II 1

/ IIpodanna

3nopoBblii

@ Bboabnas ¢ ABb

Puc. 6.1.2. PonocioBHas ceMbu ¢ HaciaeacTtsenHo ABB.
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6.2. HACJIEACTBEHHBIE 3ABOJIEBAHMA 1 CUHAPOMEBI C IIOPA’KEHWUEM
ATPUO-BEHTPUKVYJIAPHOI'O COEAMHEHM A

B nutepatype onucaH psll HACIEACTBEHHBIX 3a00J€BaHUN U CUHAPOMOB, IIPU
KOTOPBIX TMOPAKEHUSI aTPUOBEHTPUKYJISIPHOTO COSAUHEHUS SIBJSETCS OJHUM U3 CUM-
NTOMOB JaHHOW maronoruu. B wactHocth, cunapom Kepuca-Ceitpa BKIO4aeT MHO-
MaTUYECKYI0 0(TaTbMOIUIETHIO, TUTMEHTHYIO JCTCHEPAIlUI0 CETYATKU U MPOTPECCH-
PYIOIIYIO aTPpUOBEHTPUKYJIIPHYIO OJIOKATy BIUIOTH JO TOJHOM MOMEpedyHor OJoKa-
nel. [Ipu sToM 3a007€BaHMN BBISBISIOTCS OOJBIINE NIETEIUHU, JTOKAJIN30BaHHbBIE B
pa3nuHbIX yuyacTkax mutoxoHapuansHon [JTHK [14,38,76].

Knunnueckas kaptuna npu 6one3nn Kypmmana-IllTeitnrepa-barrena xapak-
TEPU3YETCS COYCTAHUEM MUOTOHUYECKUX CHMIITOMOB, MBIIIICUHBIX aTpodwii, BereTa-
TUBHBIX HAPYIICHHUM, aTPUOBEHTPUKYIIAPHBIX OJ0Kaa pa3nuyHbIX cTeneHeil. Hadamo
3a00JIEBAHUSA OTHOCHUTCSA KO 2-3 IECATHIETHIO KU3HU. [edeHue 3a00JIeBaHUS MEI-
JICHHO MPOTrPECCUPYIONIEE, NEPENACTCS MO AYTOCOMHO-IOMUHAHTHOMY THITy C He-
MOJTHOM MEHETPAHTHOCTHIO, C JOBOJIBHO YACThIMU MPOMYyCKaMH MOKOJIeHUM. 3aboJie-
BaHUE Yalle NepeaaeTcs o JIMHUMU OTIA, YEM MO JIMHUU MaTepu. YacTo B CEMEUHBIX
POIOCIOBHBIX BCTPEUAIOTCS CIy4Yau W30JMPOBAHHOW KaTAPAKTHI, KOTOPHIC JOJKHBI
paccMaTpuBaThCsl Kak 0CIabJICHHOE MPOSIBIEHUE JOMUHAHTHOrO reHa. I'eH atoro 3a-
0oJieBaHUS KapTUPOBAH Ha JUIMHHOM Tuieue 19 xpomocomsl - 19q 13.1-19q 13.3. Co-
[JIaCHO NOCJIEAHUM HMCCIENOBAHUSAM, KaHIUIATHBIN I'€H HAPYLICHUN CEPACYHOU IIPO-
BOJIMMOCTH TaKXe pacrnoJjiaraetcsi Ha xpomocome 19 q 13.3. [183].

[IpuBoaMM TpUMEp cOYETaHUSI B OJHOM ceMbe aTpo(UUECKOW MHOTOHUU
[reitnepTa - Kypuimana - barreHa u HapylmeHuid cepIeuHON TPOBOAUMOCTH.

[Ipo6ang M., 50 ner. OTmeuaeT, yto ¢ Hayanga 70-X TOJ0B MOCTEIICHHO Ha-
pacTana ci1aboCTh B HOTAX, pyKax, "MoXyaaHue" MbIIII B JUCTAIbHBIX, 3aT€EM B MPO-
KCHUMAaJIbHBIX OTJelaX KOHEYHOCTeH. B mocnegHue roasl cTajd HEPOBHO XOIUTH, ObI-
CTpPO YCTAlOT HOTH, TPYJHO YAEPKaTh nMpeameTsl B pykax. B 1984 r. Bnepsrie kpat-
KOBpPEMEHHasi TIOTepsl CO3HAHMS, YyBCTBO "3amupanusa" B paboTe cepima B MpeayT-
peHHue yackl. B ToM ke roay npu oOclieOBaHUM B KapAHOJOTHYECKOM IIEHTpE T.
Kpacnosipcka Ha OKI" BeisiBieHa npokcuManbsHas ABbB 11 crenenu | tuna. [Ipu npo-
BEJICHUU AJICKTPO(PHU3NOIOTHIECKOTO HCCIICOBAHUS HAPSAYy C HAPYIICHHEM aTpho-
BEHTPUKYJISIPHOU MPOBOJUMOCTH OOHapy>KeHa M MaTOJIOTUsl CUHYCOBOTO y37a. J[aH-
Heie UIICJIIT: no atponmua BCAII-150 mc., BBOCVYmakc.-2860 mc., KBBOCY-
Mmakc.-1700 mc., UCC na atponun — 64 (Bo3pacTHas HopMa > 54 B 1 MuUHyTY), TTocje
atponmuHa BCAII-111,5 mc., BBOCVYmakc.-3240 mc., KBBOCVYmakc.-2320 mc. B
npoiiecce oocienoBanus rnepuos nepexonaa ABbB I ctenenu B ABbB 11 crenenu I tuna.
3akmouenune: CCCY, 6paaucucronndeckas Gopma, 1eKOMIICHCUPOBAHHBIN BapHaHT.
ABBD II crenenu I tumna.

Jlanubie sxokapauorpaduu: JWISITHPOBAHA TOJIOCThH JIEBOTO MPEACEPaAusl 10
40 MM. YMEpeHHOE paciiupeHue mpocBeTa aopThl 10 41 MM. Pannmii mporu6 obenx
CTBOPOK MUTPAJILHOTO KJamana 10 1 MM. boinpHOM exxeromHo Habmrogaics B Kapauo-
JorudeckoM 1eHtpe. OTMeueHo nocrenenHoe nporpeccupopanue ABB 11 crenenn |
tuna B npokcuManbsHyo ABD Il crenenu. YyacTmiimch MOMEHTBI IOTEPU CO3HAHUS.
B 1992 r. 6onpHOMY uMIUTaHTHPOBAH Kapauoctumyssitop "IKC 500",
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B 1997 r. naxoauics Ha CTallMOHAPHOM JIEYEHUU B HEBPOJIOTMUECKOM OT/Ie-
aennu MCY Ne 6 1. KpacHosipcka ¢ 1uarHo3om: arpodudeckas Muotonus Kypiima-
Ha-llITeriHepTa-barTteHa, MEIIIEHHO- TIPOTPECCUPYIONIEE TEUECHUE, C TETPANAPE30M.
CCCY, Opamucucronuueckas ¢opma, JACKOMIICHCUPOBaHHBIM BapuaHT. [Ipokcu-
MmanbHast ABDB 111 crenenu. Cocrosaue nocie umiuiagranuu DKC- 500.

[Ipu HEBPOJIOTMYECKOM OCMOTPE OTMEYEHO: TOJIOC € JIETKUM HOCOBBIM OTTEH-
koM. BrisiBnena nuddysnas runotpodusi MBI KOHEYHOCTEH, TPYAUHO-KIIFOUUYHO-
COCHEBUIHBIX MBIIIIL, MBI TyJ0BUIIA. [loA4epKHYTHl BUCOYHBIE SIMKH, aCUMMET-
pust TeMeHHOU Myckynatypbl. Cuia B pykax a0 3-3,5 0amioB, B Horax- 70 3 Oajios.
TeimbHOE crubaHue cTOn OTCYTCTBYET. fIpkas MHOTOHHMUYECKas peakuus. YeTkux
YYBCTBUTEJIBHBIX PACCTPOMCTB BBIABUTH HE yaanock. KoopauHatopHyio mpoOy BbI-
MOJIHSIET yAOBJIETBOPUTENBHO.

[Ipu ocMoTpe oKynMcTa BISIBJICHA HayalbHAs KaTapakTa 00eux ria3 (TiaHu-
pyeTcsl onepaTUBHOE JICUEHHE).

I'eneanoruyeckuii anamues. Ponuscs B HeOoJbIIoM cene AOGaHCKOro paioHa.
Oten 1 Math OOJNIBHOrO W3 OJHOTrO cena ['omenbckoil obnactu, nepeexaiu B CUOUPH B
nepuroj; CtonbImuHCKON pedopMbl. Y otiia 5 6patseB u 3 cecTpbl. Bee dheHoTunuuecku
310pOBbI. Y MJilajiero Opara otua ObUl ChIH, CTPaJAaBLIMI aTpO(UIMU MBI KOHEYHO-
creil. YMmep B Bo3pacte 40-45 ner. Oren npobanaa, ymep B Bo3pacte okojio S0 neT npu-
YHHY BBIICHUTBH HE yAalioch). Marth npobanaa Obuta EHOTHITMYECKH 37I0pOBa, Y Mepiia
B MOJIOJIOM BO3pacTe (CO CJOB MpoOaHIa, OT THOMHO-BOCHAIUTEIBHOIO IMpOLEcca B
oOpromHoii nosoctu). Ee ponocnoBHas HensBectHa. [Ipobana umeet 8 cectep. denoru-
IIUYECKU 3I0POBBI, KPOME OJHOM, KOTOpasi yMepJiia BHE3AIHO B BO3PACTE OKOJIO 7 JIET. Y
IByX cectep mpoOanaa, 1924 u 1923 r.or. poxieHusi, oOHapyKeHa KaTrapakTa 00enx
rias.

[TpoGang umeer 2 gouepei.

Crapmas mgous 37 net. XKano6 He mpembsBisuia. MUOTOHHUECKUX PEaKIIH,
runotpoduii He BbisBiIeHO. Ha OKI' putm cunycossiii ¢ UHCC -86 B munHyTy, <o
+60°, P-0,1"; PQ-0,22"; QRS-0,08"; QT-0,34". 3akntouenue: ABbB I crenenu.

Ha arponmu ywamenue cunycoBoro purma a0 120 B munyty. IIpu amexrpo-
dbusnonornyeckoM uccienoBaranu 10 MBb BCAII-144 mc., BBOCYmakc.-900 mc.,
KBB®CVYwMakc.-280 mc., UPCY-115 (Bo3pactHas Hopma> 83 B 1 MuHyTy), mocie
MBb BCAII-46 mc., BBOCVYmakc.-720 mc., KBBOCVYmakc.-180 mc. ITokazarenn
(YHKIIMM CUHYCOBOTO y3J1a B IIpe/iesiaX HOPMBI.

CorylacHO JaHHBIM 3XOKapAHOTpapuu «raMakooOpa3HbBIM MPOTHO» 00enx
CTBOPOK MUTpaJIbHOTO KjianaHa 10 4 mm. 3axntouenue: [IMK I crenenu.

VY crapmieit gouepu aBoe deHoTunuyecku 3A0poBeiX nereid. Ha OKI' y Hux
MATOJIOTMH HE BBISBIICHO.

Mnanmas nous npobanga, 1972 r. poxaeHus. OEHOTUNMHYECKH 3/10pOBA.
MuoToHruecKuX peakiui, runorpopuit He BbisiBIeHO. CyOaTaeTHYecKuil TUIl KOH-
cruryuuu. Ha OKI' putm cunycossiii ¢ HCC-96 B munyty, <a +75°, P-0,06"; PQ-
0,12"; QRS-0,08"; QT-0,28" (kopotkuii QT).

B cBs3u ¢ OepeMeHHOCTBIO 16 Helenb JAOMOTHUTENbHbIE METO/IbI HCCIIeA0Ba-
HUS HE TPOBOIUIIHCH.

PonocnoBHas 3T0M ceMbU OCTPOEHA HA OCHOBAHUU OCMOTpPA YWICHOB CEMBU U
noJipoOHOro cOopa reHeasoruueckoro anamuesa (puc. 6.2.1.).
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6.3. OJHOCTOPOHHMUE (ITEPBUYHBIE) JOGPOKAYECTBEHHBIE
BHYTPWKEJTY LOYKOBBIE BJIOKA/IbI

N3yyeHue HacineACTBEHHOCTH OJHOCTOPOHHUX JOOPOKAYECTBEHHBIX BHYTPH-
’KEITYJOUKOBBIX 0J10KaJ B HEOOJBIIOM KOJIMYECTBE CIIy4YaeB MPEJCTABICHO B JIUTEpa-
TypE.

Psan unccnenoBareneil mpeACTaBUIM CEMEWHOE HAKOIUICHWE HApYIIEHUM cep-
JIEYHON IIPOBOAMMOCTH IIPEUMYLIECTBEHHO MO JIeBOW HOKe Iyuka ['mca. Tak, R.E.
DeForest (1956) uzyuan cembto, B kotopoi I[TBJIHIIT BcTpeuanack y 4yeTbipex po/i-
CTBEHHUKOB B JIBYX nokoieHusx [89]. Mamum A. M. (1982 r.) uccnenoBanu 5 poj-
CTBCHHUKOB 10 MaTepUHCKON JuHUM (3 cuOcoB U ux jaouepeit). [Ipu orcyTrcTBuu y
HUX KakoH-IMOO XPOHUYECKOW CEepJIeYHOM MaToJIOrMu U Ha (JOHE XOpOILEro caMo-
YyBCTBUSI Y KaX0T0 U3 HUX ObLta oOHapysxeHa BJITIBIIT [12].

Onucanbl CEMbH, B KOTOPBIX OTMEUAJIOCh CEMEWHOE HAKOIUJICHHE OJIOKaIbI
npaBoit HOxku myuka ['uca. B 1971r. N. Brans et al. [55] uzyyanu cembio, B KOTO-
pol 'y JABYX pOJICTBEHHHKOB 3aperucTpUpOBaHa Ha BIIEKTPOKApAUOTrpamMMme
IIBITHIII'. JlanHO€E HapylIeHWE BHYTPUKEITYIOUYKOBOKW MPOBOJAUMOCTH COUYETAIIOCH
C TIOJHBIM OTCYTCTBHEM KIWHHYECKOW CUMITOMATHKH KaKUX — JIMOO CEepAedHO-
COCYAHUCTHIX 3a0oieBanuii. HTepecHO, YTO ATO HapylIeHHWE MPOBEICHUS OBLIO
0OHaAPY’KEHO y caMOr0 MOJIOJOTO YiIeHa CEMbH, MaJbunKa 5 JIET, U CaMOr0 MOXKH-
jJoro - aena pe6énka, koropomy 6s11 71 ro.

SAnonckas rpynmna uccienopateneld mox pykoBoactBom T. Ogaia B 1980 r.
[177] mpoBena reHeaJIoTHYECKUNA aHAIM3 CEMbH, KOTOpas Obllla HHTEPECHA TEM, YTO
BCTYNUBIIKE B Opak My>KYWHA M KEHIIMHA 002 UMEIN HAPYIICHUs] BHYTPHKEITy104-
KOBOM TMPOBOJAMMOCTH CeMeHHOro xapakrtepa. OgHako y MyX4uHbI, 39 Jser, Oblia
[IBITHIIT", a y >xenuunsbl, 34 net, - IIBJIHIIT. JIpyroit kakoi-mu00 maTojoTuu cep-
JIEYHO — COCYIUCTON CUCTEMBI Y HUX OOHapyKeHO He ObUI0. B moas3y HaciaeACTBEH-
HOTO XapakTepa HapylIICHUH BHYTPXKEITYJOYKOBONH IPOBOJAMMOCTH TOBOPHUI TOT
(dakT, 4TO CO CTOPOHBI MyXka eli€ y TpeX POJACTBEHHUKOB ObUIM HApYIUIECHUs MpPOBe-
JIGHUsI TI0 MPaBOil HOXKKe Mydka ['mca, a y IByX pOJACTBEHHHMKOB >KE€HbI ObLIa 3a0J10-
KUpOBaHa TNEpeAHsiss BETBb JEBOM HOXKM mydyka ['mca. OgHako y Tpoux perei
(mmammemy Obuto 6 Jsiet, a crapiiemy — 16) 3TOM Cympy>KeCcKoi mapbl MaTOJOTUU
MIPOBOMASAIICH CUCTEMBI cep/ra o0HaApYKeHO He ObI0. ITOT (haKT MO3BOIUI YIEHBIM
cAenaTh MPEIOIOKEHHUE, YTO Pa3IMUYHbIE T€Hbl OTBEYAIOT 32 HApyILIECHHUE IPOBEE-
HHUS 110 NPABOM U JIEBOM HOXKKaM Ityuyka ['mca. Ho Hy)XHO 3aMeTUTh, YTO UCCIEA0BA-
TEIM paccMaTpUBaid JIMIIb JBa BapuaHTa HAcJlE€JIOBaHUA — ayTOCOMHO-
JIOMUHAHTHBIM U ayTOCOMHO-PELIECCUBHBIN, 4 HE BECh BO3MOXHBIN CIIEKTP HACIIEICT-
BEHHOMW Mepeiaun MaTojJ0Tuy MPOBOIAIICH CUCTEMBI CEPIIA.

A. Lorber et al. (1988) nabmroganu otiia ¥ AByX €ro CHIHOBEU C 3JIEKTPOKap-
TUOTP(GUUECKH TIOITBEPKIACHHBIM JICBBIM 33 JHUM TeMHUOJIOKOM M HEIMOJIHOW OJIoKa-
J0i mpaBoi HOKKM Mmyuka ['uca [152].

Crout obpatuth BHUMaHue Ha paboTel O. Senderat et al. (1988) [218]. Umn
OMHMCaHa CEeMbs, B KOTOPOUl Yy BCEX MOPAXKEHHBIX POJCTBEHHUKOB OBILJIO COUETAHHE
MOJIHOM WJIM HETIOJHOM OJI0Kaabl KaK MPaBoOi, TaK U JIEBOM HOXKEK myuka ['uca.

DTa ceMbs COCTOsIa U3 TPEX MOKOJIEHUW. B nmepBoM, camoM crapiiemM moko-
JeHUH, ObLJIO IBOE MOPaXKEHHBIX POJICTBEHHUKOB, OJIHAKO aBTOPHI HE MCKIIOYAIIH,
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YTO OJIMH M3 HHUX IEepeHEC MUOKapAuT. Bo BTOpoM, cpelHeM MOKOJCHHH, Topa-
KEHHBIM OKa3ajCs OJWH POJCTBCHHUK. B TpeTrhbeM, MIIaJlIeM TOKOJCHUH, TPH
YJIcHAa CEMbH MMEJN HapyIICHUS BHYTPYIKEIYJIOYKOBON MPOBOAUMOCTH. B nute-
paType mpeACTaBIICH eIe psa paboT Mo HACAETOBAHUIO UIUOMATHYCCKUX BHYTPH-
XKelynoukoBbIx Omokan [81, 177, 218].
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Puc.6.3.1. Cemeiinas arperaimst BXKb B ceMbsix mpo6anI0B ¢ 9T0# MaTOIOTHEH.

Hamu uccnenoBano 158 mpo0OaHIOB C MEPBUYHBIMU BHYTPHIKETYTOYKOBBIMU
omokagamu (BXXB) u 502 ux poacrBennuka I II III crenenu poxactsa. Ilogsoas uroru
CEMENWHOTO HAKOIUIEHUS B TPYyMIE TPOOAHIOB C BHYTPHKEITYOUYKOBBIMU OJI0KaaMH,
MO>XHO OTMETUTH BBICOKHHW YpOBEHb ITOrO IOKA3aTess B JaHHOW IPYIIE CEMEM-
19,53%. O3T0 3HAUMTENBHO MPEBBIIIAET BHISIBICHHYIO HAMHU PACIPOCTPAHEHHOCTh Ha-
PYLIEHUN BHYTPUKETYI0YKOBOU MPOBOAUMOCTH B momyisiuuu —1,04%.

Hanbonee dacro OGoneror poacrBeHHUKH | cremenu pozactBa: oTIwI-30,77%,
opatbst —37,21%, cectpsi- 32,50%, cbiHOBBs- 20,83% (Ta61.6.3.1., puc. 6.3.1).

Tabmnuia 6.3.1.

CewmeiiHas arperaiys B rpynne npo0aHaoB ¢ BHYTPH)KEIYA0YKOBBIMU OJIOKaIaMH

) Bce 6obHEBIE C
gg;g;f; PoncrBeHHUKH “E BAKb Jlp. HCIT HCII
= aoc. % aoc. % aoc. %
- Martb 32 3 9,38 6 18,76 9 28,13
o Orenr 26 8 30,77 8 30,77 16 61,54
% bpar 43 16 37,21 9 20,93 25 58,14
2 Cectpa 40 13 32,50 4 10,00 17 42,50
3) Coin 72 15 20,83 13 18,06 28 38,89
A Joub 117 19 16,24 14 11,97 33 28.21
Bcero I ct. ponctsa 330 74 23,34 54 16,36 128 | 38,79
i Hsns 2 - - - - - -
g ® | Ters 3 - - - - - -
B 3) Bayk 50 6 12,00 4 8,00 10 20,00
= Bayuka 43 5 11,63 5 11,63 10 23,26

(o)
)




ITnemsuHMK 11 - - 1 9,09 1 9,09
ITnemsaununa 7 2 28,57 2 28,57 4 57,14
Hen 4 1 25,00 - - 1 25,00
babxa 12 3 25,00 4 33,33 7 58,33
Bcero II cT. poncrsa 132 17 12,98 16 12,21 33 25,19
- JIB. cectpa 7 - - 2 28,57 2 28,57

5 é JIB. 6pat - - - - - - -

= & | Bnyukacectpsl | | - - - - - -
= | Buyk cecTpsl 1 1 100,0 | - - 1 100,0
Bcero III cT. poncrsa 9 1 11,11 2 22,22 3 22,22
Bcero 471 92 19,53 72 1529 | 164 | 34,82

Bo Bcex rpymnmax mpo0aHI0B OTMEYEHA 3aBUCUMOCTh YaCTOThHI HAPYIICHUH Cep-
JIEYHOU TTPOBOAMMOCTH OT CTETICHU POJICTBA C TPOOAHIOM (Y€M BBIIIE CTETICHb POJICT-
Ba, TEM Yallle CTPAJAI0T 3TON MaTOJOTUEH POJCTBEHHUKH).

[Ipu cpaBHEHMM CEMEMHOI0 HAKOIUICHHS] BHYTPHKEIYJIOYKOBBIX OJIOKaJ C MO-
NYyJSIMOHHBIM KOHTPOJIEM B Pa3HBIX BO3PACTHBIX rpynnax (tadu. 6.3.2.) Takke oTMe-
YEHO MPEBBIIICHUE €r0 YPOBHSI.

Tabmmma 6.3.2.
CpaBHUTENBHAS YaCTOTa BCTPEUAEMOCTH HAPYLIEHUN BHYTPHKEITYJOUKOBOTO IMPOBE-
JICHHS CPEIA MYKUHMH U KEHILHWH B Pa3HbIX BO3PACTHBIX TPYyIax pOJICTBEHHUKOB
npobanoB ¢ BXKb u momynsmuonHo#i 4acToToil.

Yacrora B’)Kb y pon- | Yacrora BKb B mo-
CpaBHHBaembIe CTBEHHHUKOB TIPOOaH- MyJISALUA P
I'PYIIIbI J0B B UCCJICAOBaAHNU
a0c. % a0c. %
MY 23 (n=77) 29,87 0 (n=174) - -
fol9mer = | 14(m=69) | 2029 | 0 (n=82) - -

] myx | 9(n=39) | 23,08 | 0 (n=458) - -
2029 ner 1= | 14(n=55) | 2545 | 0 (n=316) . .
3039 qop |MYK | 9(n=24) [3750 ] 2(n=421) [048 ] <0,001

ke | 14(n=51) | 2745 | 1(n=401) | 0,25 | <0,001

] myx | 23(n=32) | 71,88 | 7(n=536) | 1,31 | <0,001
40-49 et | 5m=43) | 1163 | 6(n=540) | L1l | <0.001
5050 qor LMYK | 2(n=15) [ 1333 ] 6(n=417) | 144 | <0,001

xen | 10(n=27) | 37,04 | 7(n=413) | 1,69 | <0,001

] myx | 11(n=39) | 2821 | 6(n=359) | 1,67 | <0,001
60-69 net I en 7(m=23) | 30,43 | 3(n=183) | 1,64 | <0,001

70 net u 60- | MyxX 1 (n=2) 50,00 6 (n=87) 6,90 | <0,001
nee JKeH 2 (n=6) 3333 | 2(n=45) | 4,44 | <0,001

Heo0xoaumMo KOPOTKO OCTaHOBUTHCA Ha MCCIIEIOBAaHUM CYIpPYroB MpoOaH-
noB. TeopeTHuecku B CEMEMHOMN arperanuu 3a001eBaHMsl MOTYT UIPaTh POJIb CUCTE-
MaTUYECKHUE OJHOTHUIIHBIC BIMSAHMS BHEIIHEHN cpeabl. [Ipy Hanu4uKu TaKOBBIX YacTOTA
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3a0071€BaHus CPEIU CYNPYTrOB JOJIKHA ObITh MOBBIIIEHHON MO CPAaBHEHUIO C TOIYJIs-
[IMOHHOW. YYUThIBas 3TO, 35 CynpyroB OOJbHBIX MPOOAHI0B OB HEMIOCPEICTBEHHO
obcnenoBanbl. Myxel W KeH MPoOaHIO0B, CTPAJAIONIUX HAPYIICHUSIMHU CEepACYHOM
MIPOBOAUMOCTH, BBISIBUTH HE YAAJIOCH.

Takum 0OpazoM, HAMH MOJIYYEHBI JOCTATOYHO YOEIUTENbHbIEC JaHHbIE, CBUC-
TEJBCTBYIOIIME O CEMEMHOM arperaluy HapylmeHUun CepIeuHON MpoBOAUMOCTH. Pac-
MIPOCTPAHEHHOCTh 3a00JIEBaHUS CPEIU POJCTBEHHUKOB CYIIECTBEHHO IPEBBINIACT
nonyJasAuoHHY0. [Ipryem HeoOX0MMMO MOAYEPKHYTh, YTO YaCTOTA HAPYIIIEHUN cep-
JIEYHOW MPOBOJUMOCTHU JAXK€ CPEIH TAIBHUX POJICTBEHHUKOB BBILIE, YEM B MOMYJIS-
LIUH.

B tabnuue 6.3.3. mpencraBieHsl CHOCTBA JIJIsl aHAJIM3a CErPeraloHHON 4acTo-
Thl BHYTPHKEITYJOUYKOBBIX OJIOKa].
Tabnuna 6.3.3.
CerperalioHHBIN aHATN3 B CEMbSIX C HAPYIICHUSIMHU
BHYTPHKEITYTOYKOBON TPOBOAUMOCTH.

Uwuciio cubCcoB ¢ MOpaKeHHBIMU JETHMU
Yucno
PasMep cHOCTBA | cpGers S 1 nopaxxen- | 2 mopaxeH-| 3 mopaxken-| R
HBI peOCHOK | HBIX peOeHKa HbIX peOeHKA
2X cuOCOBBIC 32 64 17 15 - 47
3x cuOcoBbIe 15 1 2 2 11
4x cubCcoBbIE 1 4 - - 1 3
Bcero 38 83 18 17 3 61

Bce uucnoBeie gannbie B opmyny BalinOepra s eTMHUYHOM pPErHCTpaIiuu
B3ATHI 13 Ta0IUIIEI 6.3.3.
«IIpobGangoBslit MeTo» BaitnOepra.

_61=38 23 sy
83-38 45
t _ 0.5-051] ~0,148 (r<2.58)
(mocoon) = J0.511(1-0,511)/(83-38) '
0,25-0,511

t =3,50 (t>2.58)

(wmeemred) = 10,511(1-0,511)/(83—38)
«CubcoBsiif MeTo» BaitnOepra.

o > (R,

-1) 46

== =—=0,568
Z r (Si - 1) 81
t(aymoc—do,uuu) = 0’5 _ 0,568| = 1;124 (t < 258)
,/0,568(1-0,568)/(81)
0,25-0,568|

t =578 (t>2.58)

(ameemrewd) = 10,568(1—0,568)/(81)

ITockonbky kputepuii t < 2,58 111 ayTOCOMHO-JJOMHHAHTHOIO TUIIA HACJIEN0-
BaHUs, IPUHUMAEM THIIOTE3y 00 ayTOCOMHO-IOMHUHAHTHOM THII€ HACJIEI0BAaHUS Ha-
PYLIEHUN BHYTPUKETYT0YKOBOU IIPOBOJUMOCTH.
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Takum oOpaszom, cerperaluoHHbIN aHanu3 nepBuuHbix BXKbB BbIsIBHII ayTo-
COMHO-JJOMUHAHTHBIN TUIT HACJIEIOBAHMS 3a00JICBAHMUS.

Hacnenoanue B cembe BJIIIBIII npuBeneHo B Caeayromem rmpumepe.

CEMEMHBIN CITYYAM.

[Ipo6anx U, 50 ner. Ilpu npoduiakruueckom ocmotpe BrepBeie B 1970 r.
BosiBi BJITIBIIT. Kakux - muGo mpuduH K pa3BUTHIO HAPYIICHUN CepIeIHON MPO-
BoJUMOCTH HEe oTMeueHo. C 1993 r. cTano moBBIIATHCS ApTEPUATBLHOE JIABJICHUE.
[lepuonuuecku pu CMEHE MOTOAbI, TOce (PU3NUECKONW HArpy3KH MOBBIIIEHUE apTe-
puansHoro nasieHus 10 uudp 170/90 mm.pt.cT. B 3TOT nnepuoa rojgoBHbIe 00JH, TO-
J0BOKpyxeHue. [Ilpu 00beKTUBHOM OCMOTpPE Ha MOMEHT OOCIeAOBaHUS MPEKOPIu-
anbHas 00J1acTh HE U3MEHEHa. BepxylleuHblid TOTYOK MaJblUpyeTcs B V Mexpeode-
pbe Ha | cM KHYTpH OT CPENHEKIIOUMYHOW JUHUU. | paHHIBI OTHOCUTEIBHOM CEp-
JNE€YHOU TYNOCTH B mpenesiax (U3HOJOTHYecKOrd HOpMbL. TOHBI cepilla pUTMHUYHBIE,
UCC- 78 B Munyty. AJl- 150/85 mm. pT. cT. [laTOoNmoruu co CTOpOHBI IPYyTUX OPraHOB
u cucteM He BbisiBiieHO. Ha OKI' putm cunycoBbiii ¢ HCC - 76 B MuHyTy. <o - 45°,
P-0,1", PQ-0,16", QRS-0,08", QT-0,28". QRS B orBenenusix I, AVL tuna qR, III u
AVF tuna rS. 3akmouenue: BJITIBIIT .

Haanpie YIICJII: o MBBb BCAII — 143 mc, BBOCVmake. - 1000mc,
KBB®CVwmakc. - 366mc, UPCY — 119 (Bo3pactHas HopMa > 74 B 1 MUHYTY), MOCIIE
MBB BCAII - 74mc, BBOCVYmMakc. - 795 mc., KBBDOCVYmakc. - 260mc. ITokazarenu
cunycoBoro y3ia B Hopme. BJITIBIII octaercsa. MimeMu4eckux n3MEHEHH UHTEpBA-
na ST He BBISIBJIEHO.

[lo maHHBIM AXOKApJAUOCKONUYU NATOJOTUU HEe OOHapykeHo. J[naruno3 Ha mo-
MeHT ocmoTpa: uanonaruyeckas BJITIBIIT. I'unepronnyeckas 6ome3ns I cT.

CobiH npobanaa, 32 roga. Ha MoMeHT ocMoTpa *kano0bl OTCyTCTBYIOT. [Ipn
OCMOTpE - MpeKopAuanbHas 00nacTb 0€3 U3MEHEHU. [ paHuIBbl OTHOCUTEIBHOM cep-
JIEYHOM TYMOCTH B mpejenax (puznosiorudeckoi Hopmbl. CepiedHble TOHBI PUTMUY-
Hele, YCC-68 B munyty. B Touke boTknHa-Op0a BhICITyIIMBaeTCd KOPOTKUN CHUCTO-
an4eckui mryM. [1aToiorum co CTOpoHsl IpYyrux OPraHoB U CUCTEM HE OOHAPYKEHO.

Ha OKI' - put™m cunycoBbii ¢ HCC-65 B munyty, <o - 60°, P-0,08", PQ-
0,14", QRS-0,08", QT-0,34". QRS B orBenenusx I, AVL tuna qR, III u AVF tuna
rS. 3axmouenue: BJITIBIIT.

Hannpie UYIICJII: no MBB BCAII-142mMc, BB®CVYmakc.-1150Mmc,
KBB®CVYwmakc.-410mc, UPCY-88 B 1 Munyty (Bo3pactHast Hopma > 86 B 1 MUHYTY).
ITocne MBb BCAII-96mc, BBOCVYmakc.-820mc, KBBD®CVYmakc.-260Mmc. Ilatono-
MU CO CTOPOHBI CHHYCOBOTO y3ia He BbisiBiIeHO. bJITIBIII octaercsa. MmemMuueckux
n3MeHeHui uHTepBasia ST He 0OHApYKEHO.

JlaHHBIE AXOKapJAMOCKOIHU: BBIABICH NPOJAINC MUTPaAJbHOrO KiamaHa [
CTENEHH.

Huarnos: nepBuyHas (uamonatuueckas) BJIIBIIL. Ilposanc mMuTpanbHOTrO
KJyanasa [ cr.

Bayk npob6anaa, 13 net (ot cbiHa). XKamobsl oTcyTcTBYIOT. OTpHUIIAET HAIH-
yhe Kakux-1u0o 3aboneBaHuil B aHamHese. [Ipu 0ObEeKTUBHOM OCMOTpE MPEKOpPIu-
aylbHAs 00JIaCTh HE M3MEHEHA. [ paHUIIbI OTHOCUTEIIBHON CEp/ICYHON TYIMOCTH B TIpe-
nenax HopMbl. [Ipu ayckynbpTanuu cepiieunbie TOHbI putMuuHble, YHCC - 66 B MUHY
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Ty. B Touke boTkuna - Dpba BbICIAylIMBaeTCS BHyTpUCUCTOJMMYECKUN miemyok. Co
CTOPOHBI IPYTUX CUCTEM - O€3 MATOJIOTHH.

Ha OKT' - putMm cunycoBbiii ¢ HCC - 50 B munyty, <a - 45°, P-0,06", PQ-
0,1”, QRS-0,08", QT-0,44". QRS B otBenenusix I, AVL tuna qR, III u AVF Ttuna rS.
3akmouenue: Cunyconas Opaaukapaus. BJINBIIT. denomen ykopodyennoro PQ. Ha
YIICJIII: no MBb BCAII - 143mc, BBO®CVYmakc. - 1060mc, KBBO®CVYmakc. -
450mc, UPCY — 120 (Bo3pactHast HopMa=> 94 B 1 munyty), nocie MBb BCAII -
73mc, BBOCYmMakc. - 750mc, KBBOCVYwmakc. - 210mc. [TokazaTenu GpyHKIMM CUHY-
coBoro ysna B npeaenax Hopmbl. bJIIIBIIIT ocraercs. Bo3MOXKHBIX TTapOKCHU3Mallb-
HBIX TaXUKaApAUHN B CBSI3U C HAIMYKUEM YKOpOUeHHOTro PQQ He BBISBICHO.

[To AaHHBIM PXOKapPAMOCKONUH - IIPOJIAIIC MUTPAJIBHOTO KJlanaHa | creneHu.

Juarno3: nepsuyHas (nauonaruueckasi) BJIIIBIIT. @eHoMeH YKOpPOUYEHHOTO
PQ. Ilponanc mutpansHoro kianasa I crenenu.

JHoub npobanna , 30 net, BHydka mpodanaa, 12 net (mo gouepu) ObLIH 370pO-
Bbl. Jlanubie OKI', a1ekTpodu3HOI0rnYecKoro UCCIeI0BaHUs, YXOKApIMOCKOITUN HE
BBISIBUJIM OTKJIOHEHUN OT HOPMBL.

Takum 00pa3om, Kak BUJIHO Ha puc 6.3.2., HapyIllIeHUs CEepACYHON MTPOBOIU-

MOCTHU uauonatudeckoro renesa no tumy BJITIBIIL BeisiBieHs! y npobanaa, 50 jer,
€ro celHa, 32 neT, ¥ BHyKa 13 ner. Jloub 1 BHy4Kka nmpobaHa ObUIH 3J0POBBI.

I
2
II
2
III 2

bonbHOM My»XuKnHa
C BJIIBIIT

/ [TpoGann

O 310poBas KEeHIIMHA

310pOBbBINA My KUMHA

BbonsHas xeHmmHa
C BJIIBIIT

Puc 6.3.2. PonocioBHasg cembpu ¢ HacneactsedHoit bJITIBIIT .
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6.4. TIOJIMMOP®U3M I/D 'EHA AlI® 1 AHAJIM3 MUTOXOHIPUAJIb-
HOHN JHK'Y bOJIbHBIX C ITEPBUYHBIMW HAPYIIIEHMAMW BHY TPHCEP-
JEYHOU ITPOBOJUMOCTH.

[Momumopduzm I/D rena AIID MoxxkHO paccMaTpuBaTh Kak MOTEHIMAIBHO KaH-
JTUIATHBIA U IIMPOKOTO CHEKTpa CepAeYHO-COCYIMCTOM MaToNOruu. AHTMOTEH3UH-
NpeBpaIaonii  (epPMEHT, SBISIOMIMNACS OJHUM W3 BAXHBIX KOMIIOHCHTOB PEHHH-
AHTMOTEH3UH-AJIbIOCTEPOHOBOM CHUCTEMBI, MHAYLMPYET BhIpaOOTKY aHrumoreHsuHa II,
KOTOPBIM B CBOO OYEPE/Ib, MOBBIIIAET TOHYC COCYAOB U PETYIHUPYET POCT SHAOTETUOLH-
ToB. Cambein et al. (1992) BbiiBUHYIN TIPEIIONOKEHUE O BEPOSATHONU PO TOMO3HUTOT-
HOT'O HOCUTEJIbCTBA JIEJIEHUH KaK (haKTopa MOBBIIIEHHOTO PUCKA CEPAEYHO-COCYAUCTHIX
3aboneBanuii [72]. [Tokazansl accormarmu I/D nmonmumopdusma rena AIID ¢ scceniu-
anpHOM THnepTensueii [136, 261], koporapHsiM atepockiepo3om [40, 72], uapapkTom
muokapaa [40]. Ho uccnenoBannbie B Hailel padote accoruaruu I/D momimopduzma
reHa All® ¢ uanonaTHYeCKUMHU HAPYHUIEHUSAMU CEPJCYHON MPOBOAMMOCTU PaHEE He
U3YYaIHUCh IPYTUMHU aBTOPAMHU.

[TonyyeHHOe HaMM paclipeelieHue ajuiesieid MpoJEeMOHCTPUPOBAIO mpeoda-
naHue yactotel D-amens (nenenus) B rpyrme npoOaHAoB ¢ UAMOMATUYECKUMH aT-
PUOBEHTPUKYJIIPHBIMU OJIOKaJaMu Pa3jIMyHOM CTENEeHU TskecTu. B rpymme aTpuo-
BEHTPUKYJSIPHBIX Oyiokan yactota D amnens — 66%. DTo 10CTOBEPHO OTIUYAETCS OT
YaCTOTHI JICJICIIMU B TPYIITIe KOHTPOJIS, KOTOpas cocTaBisieT 31eck 56% (p<0,05).

B rpynme O0nbHBIX ¢ BHYTPHIKEIYJIOYKOBBIMU OJIOKagaMu cepjia Hao0opoT
OTMEUEHO Mpeodiaganue yacTorsl [-amnens (uacepuus) — 65%, ¢ oguHaKoBOW yac-
TOTOU Kak B rpyrine 0J0KaJ MpaBoi, Tak U JeBOM Hoxkek myuka ['uca — mo 63%. 1o
JIOCTOBEPHO OTJIMYAETCS OT YAaCTOT MHCEPIIMU B KOHTPOJBHOM Trpymnme (MHCepIus B
rpynme KoHTpoJst — 44 %).

B rpynmne 6ompapix CCCY wactoThl amtener [/D pacnpenenunuch MOPOBHY —
o 50%.

I'enotunst I, ID u DD rena AII® y GoibHBIX ¢ UAMONATHYECKUMU HapyIle-
HUSIMU CEpACUHOM MPOBOAMMOCTH ObUTH BBISIBICHBI ¥ 13, 27 u 16 4enoBeK COOTBET-
CTBEHHO, T. €. PACIPENEIICHUE T€HOTUIIOB HAXOAUJIOCh B paBHOBECHH Xapau — Baiin-
Oepra.

['enotun ID npeobnanan y OONBbHBIX ¢ UAMONATUYECKUMHU aTPUOBEHTPUKYJIIAP-
HBIMH OJiokagamu (yactota reHortumna ID B manHo#l rpymnme 6onpHbIX 11 mpotus 3
st renotuna I u 8 gt renotuna DD). B rpynme uanonaTH4ecKuX BHYTPHKETY-
JIOYKOBBIX OJIOKaJ] OTMEUYEeH pocT yacToThl reHoTuna I (renotun Il B maHHOM Tpymie
00sbHBIX cocTaBui 13 mpotuB renotumna ID -9 u renotuna DD — 6). Hakormienue y
NAlMEHTOB C UAMONMATUYECKUMHU aTPUOBEHTPUKYIISIPHBIMU OJIOKaJaMH cepjila ajuie-
a1 D u renotuna ID, a y GOJIBHBIX C MAMONATUYECKUMH BHYTPUKETYTOYKOBBIMU
onokamamu cepana amens | u reHotuna Il CBUAETENHCTBYIOT O TOM, YTO MPUHA-
JISKHOCTh K JAHHBIM T€HOTHIAM sIBJIAeTCs (JaKTOPOM pHCKa TaHHOM marosnoruu. B o
K€ BpeMsl CHWXeHue coaepxkanus amiesns | m renorumna II B rpynme manueHToB ¢
UUOTATHYe CKUMH aTPUOBEHTPUKYISIPHBIMU OJIOKaJaMH YKa3bIBAaeT Ha Mpeaoxpa-
HSIOILIYIO POJIb 3TOTO T€HOTHUIAa B OTHOILIEHUHU Pa3BUTHUS 3TOTO 3a0oseBaHus. Toxe
MOKHO TIPEJIIOJIaraTh U B OTHOIICHWY MIUOMATHYECKUX BHYTPHKEITYI0YKOBBIX 0JI0-
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kan cepaua. Amiens D u rerHotun ID urparoT npenoxpaHsiouyo poib B pa3BUTHU
ATUX NATOJIOTHYECKUX COCTOSHUM.

Jlns onieHKW accoruanuid nouMopdHbeIXx MapkepoB reHa AIID ¢ maTosorude-
CKUM (PEHOTHIIOM PACCUUTHIBAIM OTHOCUTENbHBIA puck RR 3a0oneBanus. AnHanus
pacripenenenus MapkepHbix amwieneit [ u D cymmapHo cpeu O0JbHBIX HAHOMATHYEC-
CKMMU HapyIICHUSMH CEPJACHYHOU MPOBOJMMOCTU M B T'PYIIE KOHTPOJS BBISBUII ac-
COIMAIIMKN C BHYTPIKETYIOYKOBBIMHU CEPACYHBIMHU OJIOKaIaMu (x2 = 5,332; p =
0,021; RR <1) 3a cyer accoumanuii ¢ 6I0KanaMy JeBOH HOXKM mydka I'mca (y° =
4,065; p = 0,044; RR < 1). Takum o6pa3om, HocuTenu aeienuu rena AIID umeror
MEHBIIINN PUCK PA3BUTUS BHYTPUKEITYJOUYKOBBIX OJIOKA] CEpIIa.

Hcnone3yss «rect Ha HepaBHOBecue npu HacienoBaHuu (Transmission /
Diseqilibrium Test)» [33], MbI BBISIBUIIHM, 9TO OOJIbHBIE ACTH Yallle HACIEAYIOT aJuieihb
D (menemusi) OT reTepO3UTOTHBIX POJAUTEIEH C UAUONATUYECKUMU aTPUOBEHTPUKY-
JSpHBIMH OJIOKaJaMu Cep/ilia, T.€. UMEET MECTO accorarus awiens D ¢ uanonaru-
YECKUMH aTPUOBEHTPUKYJIIPHBIMU OJIOKAIaMHU.

B namreil knuHMKE OBUT Tak)ke MpoBeJeH aHanu3 MutoxoHapuanpHou JJHK y
OOJIBHBIX C HAPYIICHUSIMU CEPACUYHOU MPOBOAUMOCTH. [100yIUTENHHBIM TOTYKOM K
JTAHHOMY MCCJIEJOBAHUIO OBLJIO TO, YTO B KJIMHUYECKUX MPOSBICHUSX MHOTHX MUTO-
XOHIPUATIBHBIX 00JIe3HEN MTPUCYTCTBYET MOPaKEHUE Cepla — KapAUOMHUONATHS.

Derbrinski et al. (1992) [91]noka3zanu, 4TO XpOHUYECKass HEJOCTATOUYHOCTh
SHEpruM (B TKaHSIX CepJilla U MO3Ta) aCCOLMUPYETCS] C HAKOTUICHUEM T'€HETHYECKUX
noBpexaennid B mutoxonapuanbioi JJHK (MtAHK), a umenHo, B TkaHu cepaua y
OOJBHBIX C XPOHMYECKOW THIOKCUEH M KapJUOMHUOIMATHIMHU 10 CPABHEHHUIO C KOH-
TPOJILHOM TpYyNIoOil ¢ BO3PACTOM YBEJIWYMBAETCSA YacTOTa Jefenun pasmepom 4997
rap OCHOBaHUI Mexay rmoBTopaMu B 13 nmap ocHoBanuii u reHamu AT®-a3bl 1 NDs .

NHuTepecHo ucciienoBanue, MOATBEPKAAIONIEE BO3MOKHOE Y4acTUE Hapyllle-
Hut MTIHK B pa3BuThM matoIOTHY4ECKUX COCTOSIHUM CEpPIAECYHO-COCYAUCTOM CHC-
TE€MbI, BBIIIOJHEHO MPU M3YYEHUHU YACTOTHI JAEJEUUN B MUTOXOHJPUAIIBHOM T€HOME
y 3II0POBBIX JIMII Pa3HOTO BoO3pacTta U OOJMBHBIX C KopoHapockiepo3om (Corral —
Debrinski et al, 1992) [84]. bsuio oTMedeHO, UTO JI€JICIIUU B OTIEJBHBIX pailoHax
MT/IHK y 60JIBHBIX KOPOHAPOCKIIEPO30M peructpupyrorcs B 7-200 pa3 yaiie, 4em y
3I0POBBIX JIMII TOTO K€ BO3pacTa.

B pesynbrate 6onbmioit nenenuu MTJIHK (10 7 KO) HaGmromaeTcs cCHIKEHUE
akTUBHOCTH (pepMeHToB koMmIuiekcoB I, I u IY mutoxonnpuii. B pesynbraTte 3TOT0
pas3BHUBaeTCs ynoMsaHyThI Beiie cuHapoM Kepuca-Ceiipa [14].

Psin nccnenoBarenei oneHUIM MyTallid U MOJIUMOP(OHU3M MUTOXOHIPUAIBHOM
JIHK y 60pHBIX ¢ AMNIATAIIMOHHON Kapauomuomnaruei [131, 232].

N mockonbKy ucchaenoBaHHe PeCcTpUKIMOHHOrO moiaumopdusma mMTIHK vy
OOJBHBIX C UAMONATUYECKUMH HAPYIICHUSIMU CEpPJIEYHON MPOBOJUMOCTH paHEE HE
MIPOBOJINIIOCH, HaM TMOKa3a1ach HHTEPECHOM 3Ta 00J1acTh UCCIIEOBaHUA.

CpaBuenue yactoT caiitoB pectpukiuu D-netnu MtIHK B rpymnme O0nbHBIX €
UJIMONATUYECKUMU HAPYIIEHUSIMU CEPACYHON TPOBOJAMMOCTH U B KOHTPOJIE BBISIBUIIO
JIOCTOBEpHOE TOBBIIIEHHE 4yacToThl caiita Hae III 16517 B rpynmne GonbHBIX (P =
0,0480). Paznenenue rpymnmbl OONBHBIX MO JOKATU3AIUK OJI0Kabl (aTPUOBEHTPUKY-
JSIpHBIE U BHYTPHUKEITYJOUKOBBIE) MOKA3aJI0, YTO MOBBIIIEHUE YACTOTHI 3TOTO caiTa
0oJiee BBIPAKEHO B rpyIine OOJIbHBIX ¢ aTPUOBEHTPUKYJIIPHBIMU OJIOKalaMH, TJI€ OHA
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coctaBmia 86,36%. YpoBeHb 3HAUMMOCTH IIpU cpaBHEHUHU ¢ KOHTposieM- 0,0059. Ta-
KM 00pa3oM, MMEET MECTO accolualus BapuaHTa «+» mo caiity Hae III 16517
MT/IHK c HapymieHusMu cepaedHoi MPOBOAMMOCTH, Oojiee BhIpaKEHHAs B cllydae
aTPUOBEHTPUKYJISIPHBIX OJIOKA/I.

Takum oOpazoMm, m3menunBocTh MT/IHK mnpencraBniser co0oil BO3MOXKHBIM
npeapacnoiaraiuid GakTop naToreHe3a WANONATUYECKUX HAPYIICHUH CeplleuHOM
IPOBOAMMOCTH. O4EBUIAHO, YTO 3aMEHA HYKJIEOTHAA B BOJIOLIUOHHO KOHCEPBATHB-
HOU obnactu TpancnoptHoit PHK mpuBoauT k HapymeHUI0 BTOPUYHON CTPYKTYPHI
mouiekyibl. Takast TpancnoptHas PHK we cnoco6Ha HOpManbHO GyHKIIMOHUPOBATH,
YTO BEJET K MAJICHUIO YPOBHS CyObeIUHMI] (DEPMEHTOB JBIXATEIbHON IIETH, KOJH-
PYEMBIX MUTOXOHIPHAIBHBIM TeHOMOM. CHIIKEHHE aKTUBHOCTH META0OJUYECKUX
MPOIIECCOB B MUTOXOHJIPUSIX MPUBOAUT K MaJeHUI0 npousBojcTBa AT® u Hapyle-
HUIO HOPMAaJIbHOI'O 3HEPreTHYecKoro OajaHca Muokapjaa. M3yduenue nmonmumopdusma
MT/IHK B 1aHHOM acmnekTe pacHIMpHUT BO3MOXKHOCTH KJIMHULKCTA B PAHHEN JUArHO-
CTHKE, a 3HAYUT, U B CBOEBPEMEHHOM Tepanuu 3TUX 3a00IeBaHHI.

Pe3ynbpTaThl UCCeI0BaHU B 00JIaCTH MOMCKA KaHIUJATHBIX T€HOB UIMONATH-
YECKUX HAPYUIEHUH CEPAECYHON MPOBOAMMOCTH ISl IPAKTUKYIOLIErO Bpada YpE3BbI-
YallHO BaXKHbI, T.K. OHU MO3BOJISIIOT Npe/icKa3aTh 00J€3Hb Yy MOKa 3I0pOBOI0 YeoBe-
Ka uin y Oyayuiero pedeHka (mpeHaTtanbHas AUarHocThka), 3pGheKTUBHO POBOIUTH
npoHIIaKTUKY U JIEYEHUE, BKIIIOYAs U TE€HOTEpANuio B OyIyiieM. 3HaHUe KaHIuIaT-
HBIX T€HOB 3TOM NATOJOTMH, WHTUMHBIX MEXaHM3MOB B3aUMOJICHUCTBUSI B CHUCTEME
«TEHOTHI — Cpeiay MO3BOJIUT MPeIyNpekaaTh MaHudecTalnio 3a00JIeBaHMs.

6.5. KTACCUDUKALMS ITEPBUYHBIX 3ABOJIEBAHUI
ITPOBOJIAILEN CUCTEMBI CEP/IIIA.

Takum oOpa3om, B HacTOsALIEE BPEeMs MOYKHO BBIJECIUTH TPYMILy MEPBUYHBIX
3a0oneBanuil ¢ nopaxkenuem [1CC. D1u 3a00€BaHMS pA3IUMYAOTCI MEXKIAY COOO0M O
O0COOCHHOCTSIM TE€UeHUSsI, 3aKOHOMEpPHOCTAM HacienoBanus. Ho o0benunser ux mnep-
BUYHBIN XapakTep MpoIiecca, OTCYTCTBUE CBSI3U C MOPAKEHUEM MHOKap/a, KJIarnaHoB
cep/lia ¥ KOPOHAPHBIX COCYJIOB M BO MHOTHX CIy4asX CEMEHHBINH Xapaktep 3abose-
BaHus. LlenecooOpa3Ho BhIENIeHHE 3TUX 3a00JI€BaHUIM B OTICIBHYIO TPYIITY, KOTO-
past 1oKHa OBITH Kak TO 0003HaueHa. Ham mpecraBisieTcs, 4To Mo aHaJOTUH C Tep-
BUYHBIMU MHUOKapJUOINaTusIMU, rnepBuyHble 3a00aeBanus [ICC moxHO Obl1O OBl Ha-
3BaTh EPBUYHBIMU KOHAAKTONATUSAMU. Y UUThIBasi MHOr00Opa3ue 3TUX 3a00JI€BaHuUM,
UX CaMOCTOSITENIbHOCTh KaK HO30JIOTUM, NPEACTABISAETCS LIEIECO00PA3HbIM CO3aHHe
ux Knaccuuxanuu. B HacTosien pabote mpeacTaBisieTcs BapUaHT TaKOM KIIAcCH-
dbuxanum.

Knaccudukanus nepBUUHbIX 3a00J€BaHUI
IIPOBOASILEN CUCTEMBI CepALa
1. CunapoM c1abocTy CHHYCOBOTO y37a:
a) C U30JUPOBAaHHBIM MMOPAKEHUEM CUHOATPUATIBLHON 30HBI,
B). C pacnpocTpaHEeHHBIM (MHOTOYPOBHEBBIM) MOPAKEHUEM IPOBOJSAILIEH CUCTE-
MBI CEepAlLa.
2. [IpokcumarnpHasi aTpuo-BEHTPUKYJISIpHas OJI0Kaja.
3. JIByCTOpOHHHE MPOTPECCUPYIONINE BHYTPIKEITYTI0YKOBbIE Ojokazabl (001e3Hb
JleBa, Jlenerpa).
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4. OnHOCTOPOHHUE AOOPOKAYECTBEHHBIE BHYTPUIKEITYAOUYKOBBIE OJIOKA/IBI.

5. HacneactBeHHble 3a00JieBaHMsI M CUHAPOMBI C  TOPAXEHUEM  aTPHO-
BEHTPUKYJISIpHOTO coenuHenus (0one3np Kypimana-IllTeiinOepra-barrena,
cungpom Kepuca-Cetipa u ap.).

6. TaxuapuT™Mun, CBsi3aHHBIE C (DYHKIIMOHMPOBAHHEM JOTIOJHUTEIBHBIX MyTEH
nposenenus (cunapomsl WPW, CLC).

B 3akiouenue ciemyer OTMETUTh, YTO XOTs K HACTOSIIIIEMY BPEMEHHU HaKoILjIe-

Ha omnpeneneHHas nHdopmanus o nepBuuHbIX 3a0oneBanuax [ICC, onHako B 1en0oM

BOIPOCOB IO JIaHHOM MpoOseme ocTtaercs Oojblile, yeM oTBeToB. He n3yueHna, B ya-

CTHOCTH, PACTPOCTPAHEHHOCTh OOJIBIIMHCTBA MepBuuYHbIX 3a0oneBanuii [ICC (kon-

nakrtonatuil). [Toka Mbl HE MOXEM C ONpPEAEIEHHOCTbIO OTBETUTh Ha BOMPOC BCET/AA

JM 3TH 3a00JIeBaHUS T€HETUYECKU JIeTepMHUHUPOBaHbl. COBEPIIEHHO HEJOCTATOYHO

M3YyYEHbl 3aKOHOMEPHOCTH UX HaclefoBaHus. HeoOXxoaumbl nanbHeliee n3ydeHue

pacnpoCTPaHEHHOCTH, T€HEAJIOru M T'€HETUKH, 3aKOHOMEPHOCTEH TE€YeHHUsS U Mpo-

rpeccupoBaHus nepBuyHbIX 3a0oneBanuit [ICC.

7. IEPBUYHBIE MUOKAPANOITATUHN

[lepsuunbie muokapauonaruu (IIMK) — oOGmmpHblil knacc 3a0oneBaHui
MHOKapAa, KOTOPOMY B TOCJIEAHUE JECATUICTUSA YIEsAeTCs B JUTeparype 00Jib-
moe BHUMaHue. [IMK gaBistoTCS OQHOM W3 BaXXHEHINIMX NMPUUYHUH KU3HEYTpOKae-
MBIX CEpAECYHBIX apPUTMHUUA U BHE3AMTHOW CEpPIEUYHON CMEPTU B MOJOJOM BO3pacTe.
B nocnennee necsituiietre ObUIM MPOBEJEHBI OOIIUPHBIE MCCIIEIOBaHUS, B KOTO-
pBhIX OblTa yOEIUTENbHO MOKa3aHa MCKIIYUTENIBHO BBICOKAs POJIb M€HETHYECKHUX
(dbakTopoB B pa3BUTUM OITUX 3abosieBaHuil. JKU3HEYrpoxkaemble >KeTyJ0YKOBbHIC
aputMuu Bo3HHKaOT Y 20% Oonbubix ¢ ['KMII, BHe3anHas cepaedHas CMepTh — Y
4% B roj, MpyuyYeM MOCIEIHSS Yallle BOSHUKAET Y MOJIOJBIX JIOJIed ¢ 0ECCUMIITOM-
HBIM WJIH MaJJOCUMIITOMHBIM TeueHueM 3aboneBanus [160]. Bcem atum 00bscHS-
€TCsl BKIIIOUEHHE JAHHOM TJIaBbl B HACTOSIIYI0 MOHOTpadwHIo.

Kak um3Bectno, [IMK nenstcs Ha 3 OombInue rpynmbl: THOIEPTpoduUecKue,
TUISATAIMOHHBIE U pecTpuKTUBHBIE. Hanbonee moapoOHO M3ydyeHa pojib reHeTHuYe-
ckux (aktopoB B pazsutuu runeprpoduueckoit [IMK (I'TIMK). I'TIMK — 310 Ha-
CJIeICTBEHHOE 3a00JIeBaHME MBIIIIBI CEp/lla, XapaKkTepusyloleecs runeprpoduei
MHOKapJa NPEUMYIIECTBEHHO JIEBOTO KEINyA04Ka, A€30praHn3alueid MUOIIUTOB TH-
neptpodupoBanHoro Muokapzaa (dissaray), ¢puOpo3HBIMH W3MEHEHUSIMH B MHUOKap-
ne. OTH HApYLIEHUS MOTYT MPUBOJAUTH B KOHEUHOM HMTOTE K CEpAECYHON HEAO0CTa-
TOYHOCTH, ApUTMUSM U BHe3anmHou cMepTu. Pacnipoctpanennocts 'KMII cpenu Ha-
cenienus cocrasysieT 0,2% [11].

B nacrosmee Bpemsi He BbI3biBaeT coMHeHUsA, uTo ['KMII - 3T0 Hacnenct-
BEHHOE 3a00JeBaHKe, KOTOPOEe O0YCIOBIEHO MyTallMeil T€HOB, KOAUPYIOIMIUX OENKU
ceplieuHbIX capkoMepoB. Ha ceromusmuuii nenb unentudumuposano 10 renos u 6o-
nee 150 myranumii, orBeTrcTBeHHBIX 3a pazButhe ['KMII. BompmmHCTBO MyTanuid —
310 mucceHc myrtanuu [200]. Takum obpazom, 'KMII sBisieTcss MOJUTEHHBIM |
MyJIbTHAIJICIBHBIM 3a00ieBanueM. B Tabmurie 7.1. mpeacTaBieHbl OCHOBHBIC, W3-
BECTHBIC B HACTOSILEE BpEMs I'eHbl, OTBETCTBEHHbIE 3a pazButue ' KMII n Hekoto-
pbie GEHOTUTTMYECKUE TTPOSIBIICHMUS], CBSA3aHHbBIE C MyTallUSIMU B ATUX T€HaX.
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bonee uerBeptu Bcex ciaydaeB ['KMII oOycnoBieHO MyTanusMud B TEeHE
MYH7, konupyromnuMm Tspkenyro 1ens -muoszuHa [160]). B Hacrosiiee Bpems: 00-
HapyxeHo Oojiee 60 pa3IUUHBIX MyTallMid B 3ToM reHe, BbizbiBaromux ['KMII. Ha
JOJII0 MyTanuii B reHax cepaednoro tpornonuHa T (TNNT2), MHO3UH-CBSI3aHHOTO
C-6enka (MYBPC3) npuxoautcs no 15% ciayuaes 'KMII [174, 253] Onucansl ce-
MbH 00JIbHBIX ¢ ' KMII, y KOTOpBIX HE yJaBajaoCh BBISIBUTh HU OJIHY W3 IMPEJCTaB-
JIeHHOU B Tabmuiie myTanuii [183].

Tabmuna 7.1.

I'enbl, orBercTBeHHBbIE 3a paszButhe ['KMII ¢ pasnuuHpIMU KIMHUYECKUMHU
nposiBieHusmu [6, 160, 203,217,256].

['KMII Jlokyc I'en benox Knunnueckue
IIposiBnenus
I'KMIT1 | 14QI12 MYH7 Tsoxkenas nenf - | Beicokuit puck BC
MHO3UHA
['KMII2 |1qg32 TNNT2 Cepaeunslii Tpomo- | Beicokuit puck BC
HuH T MPU HE3HAUYUTEIHHO
BoIpaxkeHHoU ['JDK
'KMII3 | 15g22.1 TPMI 0-TPOITIOMHO3UH YMepeHHo  BBIpa-
wennas ['JDK
['KMIT4 |1lpll.2 MYBPC3 | Muo3un- Hwuzkas yactora BC
CBSI3BIBAKOLIUI TTPO-
tenH C
I'KMIIS | 15qll ACTC Cepaeunbliit o- | AnukanbHasa ['JDK
AKTUH
['KMII 6 |7q36 PRKAG?2 | y-perynstopHas
cyOBeauHuIA
AM®-axkTuBup.
MPOTEUHKUHA3BI
['KMII7 | 19pl13.2 TNNI3 Tpononun [ Jnactonnueckas
TUCPYHKIIUS ~ MUO-
KapJa
['KMII 8 | 3p21.3 MYL3 Jlerkas 1ienbp oc-
HOBHOI'O MMO3WHA
['KMIT9 |12g23-q24.3 MYL2 Jlerkas uens pery- | MaccuBHas rurnep-
JSTOPHOTO MUO3HWHA | TPOHST  TanmuyuisIp-
HBIX MBIIIIII.
I'KMII 10 | 2g24.1 TIN Tutun
['KMII11 | 14ql MYH6 Jlerkas nemn -
MHO3UHA
I'KMII 12 | 3p21.3-14.3 TNNCI1 Tpononun C
['KMII 14 | MuTtoxoHapu-
anpHas JIHK
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Mytanuu B reHax cepaeunoro tpornonuHa T (TNNT2) u Tspkenoi nenufl -
muo3nHa (MYH?7) conpoBoxnaroTcsi 6ojiee BHICOKMM PHCKOM BHE3AITHOM CMEPTH
[200, 253 ].Ilpu myTtanuuu B TreHe TpornmoHuHa T cMepTh HacTymnaer B Oojiee MOJIo-
nom Bo3pacte — 10 30 net. [Ipu Hanuuumu MyTanuu B 3TOM T'€He TUrepTpodus JIeBoro
KEITyJ0UKa MOXKET OBITh YMEPEHHON M HE BBISABIATHCA Jaxe MPH dXOKapArorpadu-
gyeckoM uccieaoBanuu [200, 253]. YuuTeiBas TO 00CTOSITENBCTBO, YTO PUCK TAKEITBIX
KEITYT0YKOBBIX apUTMUH U BHe3anmHoU cMepTu y 60sbHbIX ¢ ['KMII, 00ycrnoBieHHbIX
MyTalldsIMU B PAa3IUYHBIX T'€HAX, SBJIsEeTCAa He oaHo3HauHbIM, J|HK-nuarnoctuka y
ATUX OOJIBHBIX M X POJICTBEHHUKOB CTAHOBHUTCS OCOOCHHO aKTyallbHOM

Nmeetcs uensiit psg coobmennit o coueranuu ['KMII ¢ cunapomom WPW.
B 2001 romy M. Gollob et al. [113] moka3anu, 94To Takoe COYETAaHHUE MOXKET OBITH
oOycnoBneno mytaiueid B rene PRKAG2, koTopplii JIOKaJIM30BaH Ha XPOMOCOME
7q34-36. ABTOpBI OTMETHUIIM, YTO HApsy C OMHCAHHOM BBIIIE MATOJOTUEH, IPU MY-
TallMM B 3TOM I'€HE HaOII0JAI0TCSl TaK)Ke HapYILICHUs] aTpUO-BEHTPUKYJISIPHOU TPO-
Bogumocth. Coueranue ['KMII ¢ cungpomom WPW MoxkeT HabIoaaThes Takxke Ipu
myTtauuu B rede tponoHuHa [ — TNNI3 [133], npu myranum A324G MUTOXOHIpHU-
ansHOM JIHK [178]. Bonee moapoOHas undopmarus o couetanuu ['KMII ¢ cunnapo-
MoM WPW mnpencrasnena B pazaene «Cuaapom WPWy.

Nnonarnueckas austaimonHass KMIT (JIKMIT) — ato xponuueckoe 3abos1e-
BaHME MBIIIIIBI CEPJIIA, XapaKTEPU3YIOIIEECs NUISATALIMEN JIEBOTO KEIyJA0YKa U Hapy-
IIEHUEM €T0 CHUCTOJMYECKON (DYHKIIMU C OBICTPHIM Pa3BUTHUEM 3aCTOMHOM CEpJeUHOM
HegocraTouHocTh. 3adoneBaemocth JIKMIT 20 ma 100000 nacenenus [11]. Dtuomnorus
JIKMII, no-Bugumomy, HeoaHOpoaHasA. Ee BOSHUKHOBEHHE MOXKET ObITh CBS3aHA C Tie-
PEHECEHHBIM MUOKAPIUTOM, TOKCUYECKUMU, IMYHHBIMH MOBPEXICHUAMHU. JloOKa3aHHbIE
ceMmeiiHble (reHeThuuecKu-aerepMuaupoBannbie) ciaydan JIKMII cocraBmsitor 25-35%.
[128, 165]. Haubosee gacTo BCTpeyaeTcsi ayTOCOMHO-IOMUHAHTHBIN THIT HACJICOBAHUS
JIKMII (okosio 80% Bcex CeMEMHBIX CITydaeB), ayTOCOMHO-PEIIECCUBHBIN TUTT HACIIEO-
BaHU BbISBIEH B 16% ciydaeB, X-ClLEMIEHHBIN IMyTh HAcJEA0BaHUS HAOMoqaICs y 2-
5% OonpHBIX [128]. Onucano yxe okosio 20 JIOKyCOB, OTBETCTBEHHBIX 32 Pa3BUTHE
JIKMII [216,221]. Hanbomnee yacTo BCTPEUAIOTCS MyTallMd B T€HE CEPACYHOTO ab(a-
aktuHa ACTC [182], 9% cnyuaeB cemerinoit JIKMII cBsizanbl ¢ MyTalusMu B T€HE TH-
xemnoi nenu B-muosnna MYH7, 3% - ¢ MyTammsiMu B TeHe cepiedyHoro tpornoHuHaTl -
TNNT2 [249]. Myranuu B reHe TNNT2 006s1a1at0T BBICOKON CTETICHBIO TICHETPAHTHO-
CTH M BBICOKOW YaCTOTOW BHE3alIHOW CMEPTH B MOJIOJOM BO3pacTe, MyTallid B T'€HE
MYVYH?7 Gonee noobpokauectBennblie [184]. ITpu mytaimu B rene jtamuaa (LMNA) Hau-
OOJIBLIYIO OMACHOCTh JJIi OOJIBHOIO MPEJICTABIISAIOT HAPYIICHUS PUTMA U MPOBOAMMO-
ctu [125]. TloaTomy B ciiy4yae BBISIBJICHHSI MyTalldd B 3TOM I'eHE 1eIecoo0pa3Ho pac-
CMaTpuBaTh OOJILHBIX KaK KaHIWIATOB HA MMIUTAHTAIMIO DJICKTPOKAPIAOCTUMYIISITOpPA
nm AKJI.

Mytamun MHOruX reHos, BbI3bIBarOmux JIKMII, MOryT nmpuBOAUTH TaKxke K
JTPYTUM CEPCUHBIM paccTpoiicTBaM: runeprpodudeckoit u pectpukrusHor KMII, cun-
npoMy bpyraga, HEKOMIAKTHOMY JIEBOMY JKEIYIOUYKY, CHHApoMY yainuHeHHoro QT,
ABDB u 1p. HacTb 3THUX pacCTpONCTB MOKET COUYETATHCS IPU MYTallUX B OJJHOM U3 T€HOB

(puc. 7.1.).
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OO1enpu3Hano, 4to renerudeckas rereporennocts JJKMII Gynet co Bpeme-
HEM Bo3pacTath. [10-BUAMMOMY, MHOTHE F€HbI, OTBETCTBEHHBIE 32 PA3BUTHE
Puc.7.1. I'enetnueckas rereporenHocts JIKMIT [184].
JKMII, emie He unentuduumposansl. Kak ynomuHanocs Beiiie, B 65-75% ciryuaes
HacnencteeHnyto npupony JAKMII yecranoButs He ynaercs. Bee 3To moka cymiecT-

Restrictive cardiomyopathy

DMD @‘ .
SGCD
Lipadystrophy v, TNNC1
.m TNNT2

TPM1

Muscular dystrophy

and other Hypartrophic

cardiomyopathy

CRP3
Left ventricular MYHT
non-compaction MYBPC3

TIN

SUR2A/ABCCY
Archythmias

Dilated cardiomyopathy
BEHHO 3aTPYIHSIET MOJIEKYJSIpHYIO AuarHoctuky JIKMIIL.
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8. 3AKVIIOYEHHUE

B HacTosmelt MmoHorpaguu HamH clielaHa MOMNbITKAa OLEHUTh POJb FEHETHYe-
CKuX (paKTOpPOB B BO3HMKHOBEHMH pasziIuyHbIX aputMmuil. [Ipexxnae Bcero, mpencras-
JIEHBI JIAaHHBIE O T€HEAJIOTUU U TeHETHKE IEPBUYHBIX apPUTMHUM, T. €. apUTMUIL, HE CBSI-
3aHHBIX C KAKUMU - TMOO 3200JIEBAHUSIMU U B BOBHUKHOBEHUH KOTOPBIX UTPAIOT OYe-
BUJIHYIO POJIb HACJIEICTBEHHBIE (DaKTOPBI.

Cpenu mepBUYHBIX apUTMHUN OCOOBIH MHTEpEC BBI3BIBAIOT MOHOTEHHBIE apuT-
Muu. Cpeld HUX OCHOBHYIO POJIb UTPAOT APUTMHUH, BbI3BAHHBIE OAMHOYHBIMU MYyTa-
UMM B T€HAaX MOHHBIX KaHAJIOB — KaHajonatuu. [Iponuio Beero 20 ser mocie Toro,
Kak Oblia BhIsIBIIEHA -5 Takas myranus. Ho 3a mpoienmuii cpaBHUTETHLHO HEOOb-
II0M IEPUOJ BPEMEHH BBISIBIICHBI U OTMCAHA LieJast rpymmna 3a00aeBaHui, BbI3BaHHbBIX
TaKUMU MYyTalUsAMU, OOHAPYKEHBI JECATKU MyTallui, OTBETCTBEHHBIX 32 BO3HUKHO-
BEeHHE ATUX 3a0oseBanuil. [Ipu 3TomM ObUIO OOHAPYXKEHO, YTO MYTAllUHM B PA3ITHYHbIX
reHaxX MOTYT BbI3bIBATh CXOJHbIE (DEHOTUITMYECKUE MPOSBICHUS. JTO SBJICHHUE TOJTY-
YWJIO Ha3BaHUWE TE€HETUYEeCKON (HeaienbHOU) rereporeHHocTH. Hambonee sipkum
MIPUMEPOM TAaKOM I'€HETUYECKON reTepOreHHOCTH SIBISIETCS, KaK BUJHO U3 MPEACTaB-
JIEHHBIX JAHHBIX B 1-i TJIaBe, CHHAPOM yMIMHEHHOTO MHTepBana QT, KOTOpBI MO-
’KET BO3HUKATh NPU BOZHMKHOBEHUHU MyTaluil B 7 reHax. U ata uudpa He sBigercs
ucuepnbiBaronieil. Cuaapom kopoTkoro QT MoKeT BO3HMKATh IPU MyTalUsX B 3 re-
Hax. JTta nudpa Toxke, 10 BCEH BEPOSITHOCTH, HE SIBJISETCS OKOHYATEJIbHOM, YUUTHI-
Basi «MOJIOZOCTH)» JaHHOTO CUHAPOMA.

OZHOBPEMEHHO € 3TUM pa3JIMYHblE MYTAallUd B OJHOM M3 I'€HOB MOHHBIX KaHa-
JIOB MOTYT BBI3bIBAaTh COBEPIUEHHO pa3jivyHble (EHOTUIINYECKUE MpPOsBICHUS (ai-
JeJibHas reTeporeHHocTh). [IpuMepoM 3TOro MOryT CiyKUTh MyTalMd B T'€HE Ha-
TpueBbIX KaHAIOB SCNSA. Pa3inuHble MyTauuy B 3TOM I'€HE MOTYT BBI3bIBATh CHH-
npombl yanuHenHoro uHtepBana QT (LQT3), bpyrana u Jlea-Jlenerpe. Ho mpu
cunapome LQT3 ¢pyHKuusa HaTpueBbIX KaHAIOB, KogupyeMbix SCNS5SA, noBeiiieHa. B
TO e BpeMs npu cuHapomax bpyrana u JleBa-Jlenerpe ¢yHKIus 3TUX KaHAJIOB IO-
HKeHa. [IpaBia, CTpOMHOCTB ATUX PACCYKACHUM HAPYIIAETCSA TEM, YTO BCTPEUAOT-
cst ruOpuanbie peHoTunsl. Tak, OMMCaH KIMHUYECKUN ciydyall, KOrjia y OJHOTO U TO-
ro e O0JBbHOTO OBLIM BBISIBIEHBI Cpa3zy 3 YIOMSHYTHIX BhILIE CHHApOMA [S1].

Kananonatuu Ha3bpIBaloOT €llle «3JEKTPpUUYECKUMU OoJsie3HsAMH cepauay. [locnen-
HEe Ha3BaHMUE CBSA3aHO C TEM, YTO COTJIACHO CYLIECTBYIOLIUM IPEACTABICHUAM, IIPU
ATUX 3a00JI€BaHUIX UMEET MECTO HapylleHUe (JOPMUPOBAHMSI IOTEHIIMANA AEUCTBUSA
B MHUOLMTaX U BO3HUKHOBEHHE ApUTMHUH, OOYCIIOBIEHHOE STHUMH HapyLICHUSIMHU.
CrpykTypHBIE U3MEHEHUS IIPU 3TOM B MUOKapAe He BeLABisAoTcA. Ho B mocnenyro-
IeM OOHApY’KEHO, YTO paccCMaTpuBaeMasl 3aKOHOMEPHOCTh PACIIPOCTPAHSIETCS HE HA
Bce KaHanonatuu. Tak, Mmyranus B reHe RyR2 MoxeT NpuBOAUTh KaKk K BOSHUKHOBE-
HUIO MOJIUMOPPHON KATEXOIAMUHIPTUYECKON JKENyTI0UKOBOM TaxHKapIuu, Tak U K
apUTMOTEHHOM JAMCIUIa3UH MIPABOTO KEITy0UKa, IPH KOTOPOM NEperpy3ka MUOLIUTOB
MIPABOTO JKETyJ0UKa KaJdbIleM, 00yCIOBIEHHHOE MyTalluel B pacCMaTpUBAEMOM Ie-
HE, IPUBOJUT K aronTo3y (IporpaMMUPOBAHHON KJIETOYHOW CMEpPTH) C ONMCAaHHBI-
MU BbllIe (TJIaBa 2) CTPYKTYpPHBIMU U3MEHEHUsIMU B MuoOKapje. boine3ns JleBa-
Jlenerpe, KaK yKa3bpIBaJOCh BBILIE, TOXKE COMPOBOXKIAETCS CTPYKTYPHBIMH H3MEHE-
HUSIMH, HO B IPOBOJSLIEN CUCTEME CEPALIA. Y YUTHIBASA 3TO, TEPMUH «IJEKTPUUECKUE
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00JIe3HH cep/ilia» MO OTHOLIEHWIO K YKa3aHHBIM KaHAJIOMATUSM YK€ HE SIBISETCS
aZICKBaTHBIM.

Bce nepeunciieHHble KaHAJIOMATUH SIBJIIOTCS MOHOT€HHBIMH 3a00JI€BaHUSMHU, U
BCE OHU HACJIEAYIOTCS MO MeHJeleBCKoMy Tuiy. K MOHOTeHHBbIM 3a00JI€BaHUSIM
MO>KHO OTHECTU M HacieAcTBeHHbIe (hopmbl cuHapoma WPW, a takxke mnepBUYHBIE
muokapauonatuu (MKII). Tlocnennum 3a0osieBaHusIM B HacTosIIed MoHoOrpaduu
TaK)Ke YJCJICHO BHUMaHHUE MPEXK]IE BCETO MOTOMY, YTO OyIy4Hd T€HETUYECKH JIeTep-
munupoBanHbiMu, MKII, kak runeptpoduyeckas, Tak U IUISTAIMOHHAS, 9aCcTO CO-
POBOXKAAOTCS TsKeIbIMU apuTMusiMu. MKII saBistoTCst 0qHOM M3 HanboJIee 9acThIX
IIPUYXH BHE3AITHON apUTMUYECKOU CMEPTH.

CrnoxxHee 0OCTOHT JIETI0 C MHTEPIPETAIleld STUOJIOTHN TaKUX apUTMUH Kak Iep-
BUYHBbIC (GUOPWILISAINS MPEICEPAN, CHHAPOM CIa00CTH CHHYCOBOTO y37ia, BHYTPH-
YKEITYJIOUKOBBIE M aTPUO-BEHTPUKYJISIpHBIE O10Kaabl. B wactu ciiydaeB »tu 3a00s1eBa-
HUS MOXHO OTHECTU K MOHOT€HHBIM. OO0 3TOM HOJApPOOHO TOBOPHIIOCH B COOTBETCT-
BYIOILIMX IN1aBax MOHOrpaguu. Ho B OOJIBIIMHCTBE Clly4aeB 3TUOJIOTHUS 3TUX 3a00Je-
BAHUU, NIO-BUJIMIMOMY, CBSI3aHA HE C MYTAI[UAMHU B OTJECJbHBIX T€HAX, & C ONPEICIICH-
HbIM COYETaHUEM MOJMMOp(U3Ma Pa3IUYHBIX T€HOB, TaK HA3bIBAEMBIX I'€HOB IO/I-
Bep>KeHHOCTU. CKPUHUHT T€HOB TMOJABEPKEHHOCTH, U3yUCHHUE UX TTOMMOopPu3Ma npu
pa3IMyHBIX 3a00JI€BaHUAX COCTABIISIET BaKHEHIIIEE HAITPABICHUE COBPEMEHHOW reHe-
TUKHU.

B wacTHOCTHM B Halel KJIMHUKE TaKHe MCCIEAOBAHMS MPOBOAUIUCH Mpu (Huod-
PUILISLINM TIpeicepauit (coBMecTHO ¢ mHCTUTYTOM Teparuu CO PAMH), BayTpuxke-
JYJTOYKOBBIX U aTPHO-BEHTPUKYIISIPHBIX OJI0Kagax (COBMECTHO C MHCTUTYTOM MeEIu-
nuHckor renetuku CO PAMH). PesynbTaThl 3TUX HCCIENOBaHUN MPECTATICHBI B
HACTOsIIe MOHOTpadUu U OHM, HECOMHEHHO, OyIyT MPOAOIHKEHBI. AKTYalbHOCTb
ATUX UCCJENOBAHUMN 3aKIFOYAETCS MPEXKIE BCErO B TOM, YTO MOJYYEHHBIE pPe3yJibTa-
THI TTO3BOJISIT B JAJBHEUIIIEM BBIABIISATH IPYNIY PUCKA B OTHOLICHUN BO3HUKHOBEHUS
CEPCUHBIX apUTMHUHN CPEeIH POJICTBEHHUKOB OOJBHBIX C JAHHBIMH 3a00JIEBAHHUSIMHU.

BaxxHO OTMETHUTH, YTO OMpPENEICHHBIN MOJIUMOP(PU3M HEKOTOPHIX KaHAMIATHBIX
T€HOB MOXKET CIOCOOCTBOBAaTh BO3HUKHOBEHHUIO HE TOJBKO aPUTMHA, OTHECEHHBIX K
paspsiay nepBUYHbBIX. Kak moka3anu HaImm WCcleqoBaHnus OOJMBHBIX ¢ (GUOPUIUIAIINCH
IpeCcCepAnii, OMpeNeTICHHbIE BapuaHThl MOJUMOpQHU3Ma TeHa [ -aApeHOPELenTOPOB
(rerotunbl Ser49Glu u Glu49Glu) crocoOGCTBYIOT BOBHMKHOBEHHIO HE TOJBKO TEp-
BuuHOU ®DI1, HO 1 DII Ha oHe pa3TUUHBIX cepieuHbIX 3a00neBanuil. Cieq0BaTeNbHO,
TeHETUYECKUE UCCIIEAOBAHUS TaKOTO poja MOTYT CIIOCOOCTBOBAThH MPOTHO3WPOBAHUIO
BO3HMKHOBEHHUS OCJIOKHEHUW, B TOM YHUCJIE apPUTMUYECKUX MPU PA3IUYHBIX CEpACY-
HBIX 3200JIEBAaHUSX.

Takum 00pa3oM, reHeTHka Bce 0osiee aKTUBHO UHTETPUPYETCS B KapAHOJIOTHIO.
JloCTHXKEHNsI TEHETUKHU TMO3BOJSIOT BBIABUTH ITHOJIOTHIO LEJIOTO Psla CEPACUYHBIX
3a00JI€BaHUI U CUHAPOMOB Ha MOJIEKYJISIPHOM YPOBHE, POTHO3UPOBATH UX TCUCHUE.
VYke MOosSBUINCH PEKOMEHJAIMK 10 Haubosiee paloHaIbHOW Tepanuud apuTMHNA B
3aBUCMMOCTH OT XapakTepa BBbI3BABIIEH UX MyTauuu. [I[pumMepoM MOXKET CIyXKUTb
CUHJIpOM yJJIMHeHHOTo uHTepBana QT.
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CIIUCOK COKPAILIEHUN
ABB — arpuo-BeHTpuUKyJIApHas 0Ji0Kaaa
AJl — aprepuasibHOE JaBJICHUE
AJIIDK — apuTmMoreHHas IUCIIa3us MPABOTO KEITyJ0YKa
AKJI — aBromaTuueckuii KapauoBepTep-aepuoOpuiIsTOp
BJIBIII" — 61i0kana neBoii BepxHel BeTBU myuka [ 'nca
BBOCY — Bpems BoccTaHOBIIEHUS (QYHKIMU CUHYCOBOTO y371a
BXb — BHyTpmxkemyoukoBas 610Kkaga
BC — BHe3amnHas cMepTh
BCAII — Bpemsi CHHO-aTpUaIbHOTO MPOBEICHUS
['JIK - runieprpodust IeBOTo KemyodKa
['KMII — runeptpoduueckast KapAUOMHUOTIATHS
JAKMII — qunsitanimoHHast KapIMOMUAOTIATHS
JTHK — ne30xcupuOOHKYyJIeMHOBas KUCIOTa
NPCY — ucTuHHBIN PUTM CHHYCOBOTO y3J1a
KIDKT — xarexonaMuH3prudeckasi noJuMopdHas Keay109KoBasi TaXUKapaus
MAC — Mopranbu-Anamc-Crokca (IIpUCTYIIbI)
MBBb — MenukaMeHTO3Hasl BereTaTuBHas 0J0Ka1a
Mt/ IHK — mutoxonapuansuas JJTHK
HBJIHIIT" —aenonnas 6;10kaaa JIeBOW HOXKKH mydka [ 'uca
HBITHIIT — nenonnast 6710Kkajia mpaBoi HOXKKY ydka ['nca
ITBJIHIIT" — monHas G10Kaja JeBoi HOXKKHM Imydka ['nca
[IBITHIII — mosHast 610Kaja mpaBoi HOXKKM Mydka ['nca
I[IMK — npoJsiaric MUTPaJIBHOTO KJIallaHa
PHK - pubonykiienHoBast Kucjiorta
CH — cepaeuyHnas HeIOCTaTOYHOCTh
CCCY — cunapoM cnaboCTH CUHYCOBOTO y371a
CY — cuHycOBBIH y3em
TII — Tpenetanue npeacepaui
®I1 — pubpunnanms npeacepani
UIICJIII — uypecnuiieBoiHasE CTUMYJISIIUS JIEBOTO MpeIcepaus
OKC - 3neKTpoKapAUOCTUMYIIATOP
OOU — snekTpodhU3H0TOTUYECKOE UCCIIEIOBAHNE



CuTyauuoHHbIe 3a4a4v no rrnaBamMm «ApuTMmoreHHasi Agucnnasums npaBoro
Xenyao4ka» n «Cnuapom bpyraga»

3amaua Nel.

bonbuoit B., 27 net. )KanoObl Ha MPHUCTYIBI YaCTOrO0 PUTMUYHOTO cepauedue-
Hus | pa3 B Mecs1l, TPOI0IHKUTENBHOCTRIO 70 30 MUHYT, OTHOKPATHO OTMEYas Kpat-
KOBPEMEHHYIO MOTepro co3HaHus. [Ipuctynsl cepiuedueHus Mnpekpamaiich caMmo-
CTOSITENIbHO. YKa3aHHbIE CUMIITOMBI HAOIIOJal0TCsl B TeueHuu 3 mecsieB. M3pecTHo
TaKke, 4To OTel O0JILHOTO YMEp BHE3AIMHO B BO3pacTte 36 JieT.

[Ipu oOcenoBaHMu: TPAHUIIBI CEP/ILIA B TIPEACIaX HOPMBI, PU ayCKYJIbTaI[u1-
TOHBI CEp/Illa IOCTaTOYHOM 3BYYHOCTH, PUTMUYHBIE, YACTOTA CEPJICUHBIX COKpallle-
Hui 72 B MUHyTY, mryMoB HeT. AJl 120/80 mm. pT. cT. Co CTOPOHBI APYTHUX OPTraHOB
MaTOJIOTHUU HE BBISIBJICHO.

[To OKTI': put™m cunycoBbIi, 64 B MuUHYyTY, ntogbeM cermenTa ST V1-V3, Bbi-
MYKJIOCThIO KBEPXY 110 2 MM, AByX(pa3zubie 3y T B V1-V3.

[Ipu X0JITEpOBCKOM MOHUTOPUPOBAHUU 33 CYTKH MAapPOKCHU3MaJIbHBIX Hapylie-
HUW PUTMA U NPOBOJUMOCTHU HE BBISIBJICHO.

DxoKapANOrpapuIECKOE U BEIOIPTOMETPHUUECKOE UCCIIe0BaHUS O€3 maToJIo-
TUU.

Bomnpocsr:

1. KakoB HauOosee BepOsITHBIN AUArHo3?

A) BC

Bb) cunapom WPW

B) cungpom bpyrana

I') cunnpom LGL

2. Kakoe uccienoBanue HeOOXOAUMO MPOBECTH ISl UCKITIOYEHHUS] KOPOHAPHOM
6ose3Hu cepama?

A) ompeneneHue TPONMOHUHA

b) omnpenenenue muoriioOnHa

B) snexropduznonornueckoe uccieqoBaHue cepia

I') koponapoanruorpadus

3. Kakoe uccnenoBanrne HeOOXOAMMO TTPOBECTH IJIsI YTOUYHEHUS XapaKTepa
cepaueoueHus?

A) ompejienieHUE TPOIIOHUHA

b) onpenenenus muornobuna

B) snektpoduznonornueckoe ucciaenoBaHue cepaia

I') koponaporadus

4. Merop neuenus cunapoma bpyrana?

A) UMIUIaHTAIMS ABYXKAMEPHOTO 3JEKTPOKAPIUOCTUMYIIATOPA

b) uMrnanTanus 4aCTOTHO-aIalTUBHOTO IBYXKAMEPHOT'O AJIEKTPOKApIMOCTH-
MyJATOpa

B) ummnnanTanus kapauoBepTepa- aepuopuisiTtopa

') uMIIIaHTaIUS TIPEACEPTHOTO AIICKTPOKAPAUOCTHMYJISATOPA.
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DTaJIOHBI OTBETOB:

el S
W w1 w

3agaua Ne 2.

bonwnoit B. 28 ner. Kanob e mpeabspisier. Bo BpeMst mpoxXoxaeHUs exe-
TOJTHOTO MPO(OCMOTpPa BHISBIICHHI MaToornueckue n3meHenus: DKI': nenomnnas 6110-
KaJa npaBoi HOXkKH myuka ['uca, nogseM ST cemnoBuanoro tuna V1-V3 no 2,5 mm
¢ ¢hopMHUpOBaHUEM OTpHUIIATENIbLHOTO 3yO1ia T.
B nercTBe mepenec BUpYCHBIN remaTuT A, Apyrux 3a00JieBaHUN HE OTMEUaerT.
[Ipu ocMmoTpe U pU3UKAITBHOM 00CIIEIOBAHUY TTATOJIOTUU HE BBISBIICHO.

Bomnpocsr:

1. Mexay kKakuMH 3a00JI€BaHUSIMU JIOJDKHA MPOBOAUTHCS U] depeHInanbHas
TUarHOCTHKA?

A) cunnpom bpyraga u kopoHapHasi 60Jie3Hb cepala

B) ocTpblii MUOKapIUT U BPOXKAECHHBIN MOPOK cepaua ( 1e(eKT MEAOKEITy 10YKO-
BOM NIEPETOPOIKHU)

B) TpoM603M0O01s1 IErOYHON apTepuu U AWJIaTAllMOHHAs KapAMOMUONATHS

I') cungpom WPW u cunnpom bpyrana

OranoH oTBeTa: A.

2. Kaxoe nccienoBanue He0OX0AMMO MPOBECTH JIJIS BBISBICHUS APOKCH3-
MaJIbHBIX KEITYJOUYKOBBIX TAXUAPUTMUMN?

A) ipo0y ¢ aTponTMHOM

b) sanexrposunedanorpaduro

B) anexktpodusnonornyeckoe ncciaeroBaHNe cepala

I') onpenenenue caxapa KpoBu

OranoH oTBera: B.

3. Ilpu BeIsABIEHNH APOKCU3MAIBHOM KEITYJOYKOBOM TaXUKapIUU METOJOM
BbIOOpA JieueHus y 6onpHOrO B. siBisiercs:

A) aopTO-KOpOHApHOE HIYHTUPOBAHUE

b) npumeneHune cepeuHbIX MIMKO3UI0B

B) ummnnanTanus kapanoBepTepa-aepuopmisitopa

') uMIIaHTanus 3IEKTPOKAPAUOCTUMYIIATOPA

OrainoH oTBera: B.

3agaua Ne 3.

Bbonbuoit B., 32 rona, mactep cnopra mo jerkod arnetuke. Bo Bpems Oera
BIIEPBBIC MMOYYBCTBOBAJ MPHUCTYI CEepALEOMEHNs, CONPOBOXKAAOIINNCA cepauedue-
HueM. [Ipuctyn cepauneOueHus: NpoaoKaics B TEUCHUH 5 MUHYT U MPEKPaTHIICS B
MIOKOE.

[Tpu cObope cemeitHOro aHaMHe3a, BBIICHEHO, YTO OTeI] 00JIbHOTO yMEp BHE3aIl-
HO B Bo3pacTte 37 net. [Ipu ¢puzukaibHOM 00CIeJ0BaHUN TATOJOTUH HE BBISIBJICHO.

76



Ha DOKI': puT™M CHHYCOBBIN, HemoJIHAs OJI0Kaaa MpaBoil HOXKKHU Iydka ['uca,
AIICJIOH- BOJHA B OTBeAeHUAX V1-V3, orpuniarensheie 3yo1sl T B oTBeneHUsAX V1-
V2.

Bomnpocsr:

1. Kakoit HauboJiee BEpOSITHBIN TUarHO3?

A) cunnpom bpyrana

b) cunapom WPW

B) cunapom LGL

I') apuTmMoreHHas aucruiasus MpaBoro Kerygouka

OranoH otBera: I'.

2. Kakoe HapymieHue puTMa XapakTepHo JUIsl apUTMOIE€HHOM UCIIIa3UH MIPaBoO-
ro JKelygouka?

A) cunycoBas OpaguapuTMUs

b) bubpmmnsauus npeacepauii

B) nonmumopdHas xeny1oukoBasi TaXUKapaus

[') MoHOMOp(dHas >KelyAouYKOoBasl TaxuKapaus ¢ KOH(UTrypauuend KoMIlIieKca
QRS 1o Tumy 6s10KkaabI TEBOM HOXKKH Myuka [ 'nca

OtasioH oTBeTa: A.

3. Kakune HrxenepedncieHHbIE U3MEHEHHsI HEXapaKTEPHBI IIPU IXOKapAuorpa-
(uyecKkoM MCCieI0BaHUM JIJIsl apUTMOTEHHON JUCIIa3UU [TPaBOro Kelyaouka?

A) BeIpaKeHHas IujaTalys U yMEHbIIEHHE (ppakLuuu BbIOpOCa MPaBOro Kemy-
J0YKa

b) Hannume noKanbHBIX IPaBOKEITYJOUYKOBBIX aHEBPU3M

B) akuHe3us wiM TUCKHMHE3Ms Pa3HbIX OTAEJOB C JIMACTOJMYECKUM BBIMSUMBA-
HUEM

') HanMuKe )KUIKOCTU B IEPUKAPAE

OtanoH otBera: I

4. KakoB pHUCK JIETAIBHOTO UCX0/1a Y TAIUEHTOB C ApUTMOT€HHOW TUCIUIA3UEN
IPaBoOro XKeryaouyka?

A) menee 1% B ron

b) 10% B rog

B) 2,5% B rog

I') 80% B rox

OtasioH oTBeTa: B.

5. Kakue U3 HIKETEPEUUCICHHBIX METO/IOB JICUEHHUS HE TPUMEHSIOT MPU apUT-
MOTE€HHOM AUCIUIa3UU MPABOTO JKETy104Ka?

A) mpyMEeHEeHUEe aHTHAPUTMHUYECKUX MPEnapaToB

b) kaTerepHas abnaiysi apUTMOT€HHBIX 30H

B) ummnnanTtanus kapauoBepTepa- AepudpusuisiTopa

') aopTo- KOpOHAPHOE UIYHTHUPOBAHUE

OrtanoHn otBera: I'.
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3agaua Ne 4.

bonbHoii A., 29 net. Kanob6 e npeabssisieT. [Ipu ycTpoiicTBe Ha paboTy B MU-
nunuio Brepselie 3apeructpupoBana JKI'. Ha OKI' BeIsBICHO ylIMpeHUE KOMILIEKCA
QRS no 110 mummmcekyna B oTrBeAeHusx V1-V3, mpuszHaku HENMOJIHON OJOKaJIbI
npaBoil HOXKKM myuka ['uca, sancunon-posHa B V1-V2, otpuniarenshbie 3yous: T.

Bompocsr:

1. KakoB HanboJsiee BEpOSTHBIN TUATHO3?

A) OCTpBIl MUOKapIUT

b) ocTperit mHbapkT MUOKapaa

B) octpslil nepexkapaut

') apuT™MoreHHas qucIia3us MpaBoro KelyaouKa.

2. Kakoe u3 HIKENepeyrCIIeHHbIX UCCIIEOBAaHUI HE SBIsETCS MH(DOPMATUB-
HBIM JIJ1s1 TOATBEPKJAEHUS JUArHO3a apUTMOT€HHOM JUCIUIa3Uu IIPaBOro sKeyao4yka?

A) sxokaoauoradus

b) sanextpokapauorpadus

B) onpenenenue nMnonpoTen10B HU3KOM MIOTHOCTH

I') xontepoBckoe MoHuTopupoBanue IKI°

3. BbIsiBIIEHHE KaKuX apUTMUH SBJISIETCS BAXKHBIM MPU3HAKOM apUTMOT€HHOM
JIUCILIA3UU TIPABOTO KETynouKa?

A) "acTtas npecepaHasi KCTPACUCTOIHS

b) mapokcusmaiibHas jkeny104KkoBasi MOHOMOp(Has Taxukapaus ¢ KOHPUrypa-
et komriekca QRS mo tumy 6i10kabl IeBOM HOXKKH ITydka ['uca

B) dubpunnsauus npencepauii

I') Tpenieranue npeacepauii

Oranon otBera: b.

4. Metogom BeIOOpa Tepanuy NpH APUTMOTCHHOW JUCIUIA3UU IPABOTO HKEeIy-
JI0YKa U MApOKCU3MAIbHOM KETYJOUKOBON TaXUKApIUU SBIISAETCA:

A) npumenenue B- afipeHo610kaTOpOB

b) npuMmeHeHune cepIeYHbIX TITMKO3UI0B

B) npumenenue Bepanamuia

I') ummianTanus kapauoBepTepa-aepuopmsiTopa

OrainoH oTBera: I
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TecToBbI/ KOHTPONb NO rnaBaMm: K ApUTMOreHHasi Aucnnasms

1.

npaBoro xenyaodka» nu «CuHapom Bpyraga»

Haub6onee cnenudpuyueckum DK -mpu3HakoM apuTMOT€HHOM THCIIIA3UH MPABOTO
KEITy104Ka SBISETCS:

A) ykopouenue unrepsaia PQ

b) ynnunenue unrepsaia PQ

B) Hanuuue 31cuinoH — BOJIHBI

I') nanuuue nenpTa — BOJHEIL.

JU1 apuTMOT€HHOM AMCIIIA3UU IIPABOIO XKENTY104YKa XapaKTEPHO HAIMUUE CIEAYIOLUX
HapyLICHUH pUTMa U IPOBOAUMOCTH:

A) ubpusunm npeacepauit

b) xenynoukoBoit Taxukapauu ¢ konurypamueit kommmiekca QRS mo tumy nonHoit
OJOKaIbI JTEBOM HOXKKH ITy4yka [ 'nca

B) sxenynoukoBoil Taxukapauu ¢ KoHpurypauuei komiiekca QRS mo tumny noiHoi
0JIOKaIbl TIPABOM HOXKKHM ITydKa [ mca

I') nonmumopHOI xKemyT0uKOBOW TaXUKapIUH.

OKI — mpusnakamu cusapomMa bpyrana sBisroTcs:

A) Hannuue «1ceB00I0KaIB» IPABOM HOXKKH Mydka ['nca, ceamoBUIHBIN WK
BBIMYKJIOCTBIO KBepXy noabeM cermenTa ST B otBeaeHusx V1-V2, «3a3y0punay (Touka
J) Ha BocxomsmieM koseHe 3yO1a S B orBefieHusAX V1-V2 u orpunarensHbie 3youst T B
VI-V2

b) Mmonodaznsiii mogrem cermenta ST B V1-V3 ¢ monoxutenbabiM 3y01iom T

B) nannuue nenbTa — BOJIHBI

I') nenpeccus cermenta ST ropU30HTAIBHOTO TUTIA B OTBeAEHUAX V1-V3

Haubonee s pexkTuBHBIM MeTOAOM JleueHus: cuHapoma bpyrana ssisercs:

A) a0pTO — KOPOHAPHOE IIYHTUPOBAHHUE

b) mMmnanTanus 1ByXKaMEpHOTO JIEKTPOKAPAHOCTUMYIISITOPA

B) uMmmnnanTanus oqHOKaMEpHOT0 KeNyI0YKOBOTO JIEKTPOKAPAUOCTUMYIISATOpA
I') ummutanTanms kapauoseprepa — aedudpunstopa.

DTar0HbI OTBETOB HA TECTHI MO I1aBaM « APUTMOTEHHAas AUCIIA3Us IPaBOTO
xenynouka» u «Cunapom bpyrana»

L=
> U1 W
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CutyauuoHHble 3aga4um no rnaBam « CUHOPOM KOPOMKO20 uHmepeasna
QT», «kKapanommonarmmny, «KKarexonammHsaBucumas xenyao4vkoBas ta-

XukKapama»

3amaua Nel.

Cungpom kopotkoro uateppaia QT.
TecTsl.

1. Kakoit nokazatens untepBaia QT xapakTepeH i 00JbHBIX C CHHIPOMOM KO-

potkoro uatepsaia QT: a) no 600 mc, 6) 10 500 mc, B) 10 400 mc, 1) 10 320
Mc, 1) 10 700 mc. OtBer: I'.

. Kakue kimHuueckue nposiBaeHus MOTYT Ha0JII0OAaThCsl PU CUHIPOME KOPOT-

koro unTepBana QT: a) mepedou B paboTe cep/ia; 0) MpUCTyIbI cepareome-
HUSI; B) CHHKONAJIbHBIE 3MU30/bI; T') BHE3AIIHASI CMEPTh; 1) IPaBUIBLHO BCE Iie-
peuucnennoe. Oteet: /l.

. Kakue anaroMuueckue HapylueHUs: XapaKTEePHBI 1 CAHAPOMA KOPOTKOTO UH-

tepBaia QT: a) runeprpodus JeBOTO Xelyaouka; 0) aumaTaius JeBOTro Ke-
JyJI0YKa; B) AWJIATALMSI MPABOTO KETYI0UKa; T') 00J1acTH PyOIIOBOM TKaHU; 1)
AHATOMHUYECKUE OTKJIOHEHHUS OTCYTCTBYIOT. OTBeT: /l.

3amaun.
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1. Myxunna 25 neTHero Bo3pacrta BHE3AITHO HA 5 MUHYT NOTEPSI CO3HAHUE HA

pabote. Ha OKI' cHaTOl Bckope nociie cOObITUS 3apErMCTPUPOBAH CUHYCOBBIN
put™m ¢ UCC 70 ya/mMuH, npoueccsl penosipu3anuu 0e3 ocooeHnoctent. 1n-
tepBast QTc - 300 mc. Kakoe uccienoBanre He0oOXOAUMO TIPEAJIOKUTD MAITH-
eHTy? a) Oxokapauorpaduio; 6) ATpONMHOBYIO MPOOY; B) DIEKTPOPHU3UOJIO-
THYeCKOe MCCIIEOBAHNE; T') MArHUTHO-PE30HAHCHYIO TOMOTPAa(HIO cepara; 1)
buoncuro muokapaa. Otser: B.

.Y myxuuHsbl 32 net, 3aaumatoierocs cnoprom Ha OKI' B cTaHIapTHBIX U mpe-

KapIualbHBIX OTBEICHUIX perucTpupyercs noabem cermenta ST mo 1,0 M,
«cemoBUAHOM» (popMmbl, ykopoueHnust uaTepBaia QT mo 320 mc. Knuandecku
YyBCTBYET ce0s 310poBbIM. Kakoil 1uarno3 mpeacTaBiisieTcsi IpernouYTUTENb-
HBIM Y 3TOT'O MAIMEeHTA: a) CUHIPOM IPEKIACBPEMEHHON PENOJIAPU3AIIIY JKE-
JyJI0YKOB; 0) MpoJianc MUTPAILHOIO KjlanaHa; B) CHHAPOM yIJIMHEHHOTO WH-
tepBana QT; r) cunapom kopoTkoro uarepsaia QT; 1) BBITIOT B IEpUKApIE.
Otsert: I'.

. My»xuuna 20 jieTHETr0 Bo3pacTa BHE3aIMHO NOTEPSUT CO3HAHNUE HA OCMOTpPE Y

TepaneBTa Mo MOBOY YaCThIX CHHKOMAJIbHBIX 311300B. Ha casroit OKI' pe-
TUCTPUPYETCS moTuMOp(HAas )KEITyT0UKOBas TAXUKAPIUS CO CTIOHTAHHBIM
BOCCTAHOBJICHHMEM CHHYCOBOro putma. O Bpems cunycoBoro purma ¢ HCC 70
ya/MUH oTMeuaeTcst ykopouenue nareppaia QTc go 280 mc. Kakoit npenapat
IPEeANOYTUTENIBHO HA3HAUNTD JUIsl NPO(UIAKTUKY TAPOKCU3MOB KEITyA0UKO-
BOM TaxHapUTMUM: a) KOPJAAPOH; 0) XMHUANH; B) METOIPOJION; T') BEPOIIaMuJI;
1) HoBoKanHamu. OTBeT: b.



KarexonmaMuH3aBuCUMas KeJIyAOUYKOBAs TAXUKAPIAHSL.

1. XapakTepHble KIMHUYECKUE MTPOSBICHUS (CUHKOMAJIbHBIE 3TU30/1bl, TPUCTYIIbI
cepaleOreHus ) Mpu KaTeX0JaMUH3BUCUMOM JKeITyI0YKOBOM TaXUKapIUU BO3-
HUKAIOT: a) BO BpeMsi CHa; 0) mocJie npremMa MUIly; B) Mpu pusnde-
CKOM/3MOIMOHAIBHON Harpy3Ke; T')IIPU IpHUeMe BEPTUKAIBLHOTO TTOJI0KEHUS; /1)
HE 3aBUCHT OT BbllIenepeunciaeHHoro. Oteet: B.

2. XKenynoukoBasi TaXxuKap/iusi IpH KaTEXOJIAMUH3aBUCUMON apUTMUU HOCUT Xa-
pakTep: a) Mo TUIy OJOKaIbI JIE€BOM HOXKKHM Imydka ['mca; 0) mo Tury mosu-
MOP(HOI/ IBYHANPABIEHHO; B) OJIOKA bl MPABOM HOXKKH; T') OJIOKAIbI IPABOM
HOKKH C OTKJIOHEHHEM JJIEKTPUUYECKON OCHU BJIEBO M Y3KUMH KOMILJIEKCAaMU
QRS; n) Bce nepeuncnennoe BepHo. OteeT: b.

3. HurepBan QT npu karexonaMUH3aBUCUMON TaXUKapIUW B MEKIIPUCTYIIHBIN T1e-
pHOJT OOBIYHO: a) B MPeJieax HOpMaIbHBIX ITOKa3aTelIeH; 0) yIIIMHEH; B) YKOPO-
YeH; I') 3HAYUTENIbHO YKOPOUEH; /) BCe IepeunciieHHoe BepHo. OTBeT: A.

3amaumn.

1. XKenmmua 22 neTHero Bo3pacta BHE3AMHO MOTEPSIIA CO3HAHUE HA KOPOTKOE
BpeMsI IPH CIOPTUBHOM 3aHsaTUU. Ha cHaroi nocne npuctyna IKI' perucrpu-
pOBaKCh HECTEU(PUUECKUE HAPYILICHUS PENONIPU3AMU B IPEKapAUATIbHbIX
OTBeJIeHUsIX (crnabooTpuliaresbHbie 3yOibl T B oTBeneHusix V2-V6). Bo Bpems
X0ATepOBCKOTO MOHUTOPUPOBAHUS HAOIIOJATUCH TPYNIOBBIC TOJIUMOP(HBIE
xemynoukoBbie skcTpacuctobl mpu UCC 120 ya/mun Bo Bpems pu3HuecKoi
Harpy3ske. Kakoii mpenapar npeAanoyTUTeIbHO Ha3HAYUThD JIJIsl PO HIIaKTUKA
MAapPOKCU3MOB KEITYJOUKOBOW TaXUAPUTMHU: a) KOPJAApOH; 0) XUHUUH; B)
MPOIMAHOPM; T) BepanaMui; 1) HoBokauHamua. OTBeT: A.

2. XeHiuHa 22 eTHEr0 BO3pacTa BHE3AIMHO NOTEPsIa CO3HAHUE Ha KOPOTKOE
BpeMsl IpH cIOPTUBHOM 3aHsATUU. Ha cHaToil nocine npuctyna IKI' peructpu-
poBaNUCh HecTienu(pruueckre HapyIICHNs PENOJSIPU3AINN B TPEKapIUaTbHBIX
OoTBeJieHUsIX (cnabo oTpunarenbubie 3yOubl T B oTBenenusx V2-V6). Bo Bpems
X0JITepOBCKOTO MOHUTOPUPOBAHUS HAOTIOAAINCH TPYMIIOBBIE MOTUMOP(HBIE
xenmynoukoBsie skcTpacuctolibl mpu YCC 120 yn/mMuH Bo BpeMs hu3nueckoi
Harpy3ke. HaznaueHHnas antuaputMudeckas Tepanusi okazanach Hedh(HeKTHuB-
HOM, TaK KaK CUHKOIAJIbHBIE AMH30/IbI MPOI0JKAINA HAOIIOATHCS NpU (HU3H-
4yecKoi Harpyske. YTo MOXKHO MPEASIOKUTh MAIIMEHTKE B JaHHOW cuTyanuu? a)
YBEJIMYUTD 103y IPUHUMAEMOr0 Mpernapara; 0) IOMEHATh aHTUAPUTMUYECKUN
npenapar; B) caenaTb KopoHaporpaguio; r) MUMIUIAHTUPOBATh KapIUOBEPTEP-
nedudpuIIsATOp; 1) CAeaTh MarHUTHO-PE30HAHCHYIO ToMOrpaduio cepla.
Otser: I'.

3. ¥V nauueHTkH Bo BpeMsl pU3NUECKON HArPy3KU PETUCTPUPYETCS MapOKCU3MbI
noJIMMOPGHOM KeTy1I0YKOBOM Taxukapauu. B coctostHum nokost Habmo1aercs
cunycoBblif put™ ¢ YCC 68 yn/mMuH, HopManbHbIi naTepBan QT, Hecnieundu-
YeCcKUe HapyLIEHUs PEroyIpu3ali B O0KOBOI cTeHKe (€1a00 OTpUllaTeIbHbIE
3yomel T B oTBenenusix V4-V6). Kakoit quarnos npaBWiIbHBIN? a) KaTexoa-
MUH3aBUCHUMAas Taxukapaus; 6) Cunapom ynmuHeHHoro uatepaia QT; B)
CHUHJIpOM KOpoTKoro unrepnaia QT; r) apuTMoreHHasi AucIia3usi IpaBoro
Kenynouka; 1) cuaapoM bpyraasl. OtBeT: A.
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Kapaunomuonarumu.
TecTrl.

1. 3a cyer yero BO3HUKAET OOCTPYKTUBHBINA KOMIIOHEHT MPU TUIEPTPOPUIECKOMN

KapAHNOMHUONATUN? a) YMEHBIIIEHNE BEIHOCSIIIETO TPAKTa JIGBOTO JKEIyT0UKa,
0) nepeaHeCUCTOIMYECKOE IBMXKEHHE CTBOPOK; B) TUIEPTPOdusi 6a3aabHbIX
OTJIEJIOB MEXOKETYJOUYKOBOH MEPErOPOIKH; T) IPABUIILHO BCE MEPEUNCICHHOE.
Otser: A.

KAKOBBI MPUYNHBI BOSHUKHOBEHHUSI TUJIATAITMOHHON KapIMOMHUOTATHH? a) 3a-
0oJieBaHNME HOCUT MIMOTNIATUYECKUIA XapakTep; 0) BOCAIUTENIbHBIN IPOIece B
MHUOKap/ie; B) TOKCUUYECKUE BO3ACHCTBUS; B) 37I0YNIOTPEOJICHUE aJIKOTOJIEM; 1)
Bce nepeunciieHHoe. OTBeT: A.

[Ipu nepBUYHOM aMUIION103€ MPEUMYIIIECTBEHHO: a) HAPYIIAETCs TUACTOJIU-
yeckas QpyHKIus; 0) HapyIIaeTcs cuctonnueckas GyHKINS; B) HAOII0at0TCs
HAPYIICHUST CHUCTOJIMYECKON M TNACTONUYEeCKON (DYHKIIMU; T) IOpakaeTcs
MPOBOJISINAS CUCTEMA CEP/IIA; J1) BOSHUKAIOT JKETYJOUYKOBBIE TAXHAPUTMUH.
Otser: A.

3agaun.
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1. MyxuuHa 38-1€T JOCTaBJIEH B OTJCJICHUE KapAUOJIOTHH C HAPACTAIOIIEH

OJIBIIIKOM 1 OO0JIbIO B TPYAHOU KIIETKE Npu (pu3ndeckoil Harpys3ke. B anamuese
BHE3aIHasi CMepTh MaTtepu B Bo3pacte 45. I[Ipu aycKyabTaluu CUCTOTUYECKUI
mym. Ha OKI" mabnronanucey runeptpodus JIeBOro kemy1o4ka, 3yomst Q u oT-
punarenbHbie 3youns! T B otBenenusx 11, III, aVF u V2 - V6. Ha sxokapauno-
rpaduu BeISIBJICHA ACUMMETPHUYHAS TUNIEPTPODUS MEKIKETYTOUKOBOM Mepero-
POJIKH 710 2,5 cM, OOCTPYKIIUSI B BBIHOCSIIEM TpakTe 10 66 MM pt cT. UTo
MO>KHO TIPEJIOKUTD MAIIMEHTY B JAHHOUM cUTyaluu? a) BBIMOJHUTH KOPOHAPO-
rpaduro; 0) HA3HAYUTUTHh HUTPATHI; B) BHITIOJHUTH AJIKOTOJBHYIO a0JISIIHIO; T)
BBITIOJTHATH XUPYPTHUECKYI0 MUIKTOMHUIO; 11) HA3HAYUTH [-aIpeHO0I0KATOPHI
¥ UMILIAaHTUPOBATH KapauoBepTep-aedudpmmistop. Oteer: /.

MyxumnHa 58-J1eT IpeabsBIACT KaJI00bl HA OJIBIIIKY U 00JIb B TPYAHOM KJIETKE
npu noabeme Ha 3-i ataxk. Ha OKI" Ha done cunycoBoro putma ¢ YCC 78
y/MUH Ha0JIIOMa1ach TUNEPTPOGUS JEBOTO KEIIyA0UKa C BRIPAXKCHHBIMU Ha-
PYLIEHUSIMH PENIOJISIPU3ALUU B IEPEIHEN U OOKOBOI CTEHKE (TIIyOOKHE OTpH-
natenbHbie 3y0ounl T B oTBeneHusix V2-V6). Ha sxokapanorpadguu BelsBICHA
aCUMMETpHUYHAS TUNIEPTPOPUS MEXIKENTYI0YKOBOM NEpEeropoaKu A0 2,5 cM,
oOcTpyKIus B BbIHOCSIIEM TpakTe 10 106 MM pT cT. UTO MOKHO MPEI0KUTh
MAlUEeHTY B IAHHOW CUTyaluu? a) Ha3HA4YMTh [-aipeHOo0I0KaTOphI; 0) HAa3Ha-
YUTh HU(PEIUIUH; B) BBITIOJHUTh aJIKOTOJbHYIO aOJIAIIMIO; T) BHIIIOJIHUTD XU-
PYPrUYECKYI0 MUOIKTOMMUIO; 1) UMIUIAHTUPOBATH ABYXKaAMEPHBIN AJIEKTpOKap-
IUOCTUMYJISTOP. OTBET: A.

MyxunHa 64 neT 10cTaBlieH B OT/EIICHNE PEaHNMAIUH TI0 IPUINHE 0OMOPO-
ka. Ha OKI': pubpumnsauus npencepauit, Hu3kuit BonbTax QRS u Hecnenu-
¢buunbie u3menenus cermenta ST u 3yoma T (menpeccust ST o 0,5-1,0 mm,
cmabootpuniarensabie 3yO1bl T B oTBenenusx V2-V6). B ananuze kpoBu 00-
paraeT BHUMaHue BhIpakeHHas 203uHoGunus 10 35 equnuil. Ha axokapauo-
rpadun HaOIIO1aeTCs YTOMIICHUE DHI0OKAp/a B 00JaCTH BEPXYIIIKU MTPABOTO U
JIeBOro xenyaouka. Kakoi guarto3 siBJISICTCS JIM MPaBUILHBIM? a) TUIIEPTPO-



dbuueckas "anukanbpHas" KapaAUOMHUOIATUSI; 0) SHIOMUOKapIUaIbHBINA (Pudpo3
(anpokapaut Jleddaepa); B) uHapkT MUOKap/ia epeHeld CTEHKU ¢ aluKajlb-
HBIM TPOMOOM; T') 3JI0KQ4€CTBEHHAS OMYXO0JIb JICBOTO KEIy/104YKa; 1) aMHJIOU-
no3 cepauna. Oreer: b.
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TECTOBbI KOHTPO.JIb
no z2iaeam

«Cunopom Bonvpa-Ilapxkuncona-Yaiima» (BI1Y) u «Cundpom cnabocmu cuny-

€06020 y31a»(CCCY)

. Cneunduueckum DKI'-npuznakom cunapoma BITY sBusercs:

A) HanmMuue SICUIIOH-BOJIHBI;
b) Hanuuue nenpTa-BOJHBL

B) ykopouenue nntepsana QT;
I') ynnuuenne natepsana QT.

. Jlns cuagpoma BITY He xapakTepHo:

A) OpTOJIpOMHAs ATPUOBEHTPUKYJISIPHAS TAXUKAPIUS,

b) anTuapOMHas aTpUOBEHTPUKYJIIPHAS TaXUKAPIUS;

B) dbubpunnauus npeacepauii ¢ mmpokumu komruiekcamu QRS;
') yckopeHHbIH UIUOBEHTPUKYIIAPHBINA PUTM.

. OKI'- mpuznakamu CCCY He ABIAIOTCA:

A) mocTOsIHHAsI BBIpaXXEHHAsi CUHYCOBasi OpauKapaus;
b) cunoatpuansuas 61okana Il crenenu Il Tuma;

B) cunnpom «taxu-Opaaukapanm»;

') yacras *xeiy104KoBasi 3KCTPACUCTOIHSL.

. IIpu nexomnencupoBanHoMm Bapuante CCCY MeTooM BbIOOpa JICUCHHUS SBIIS-

eTCs:

A) mpUMEHEHUE CEPJICYHBIX TJIMKO3U/IOB;

b) npumenenue b-aapeHo0I0KaTOPOB;

B) npumenenue amroiapoHa;

') uMIIIaHTaIMs AIEKTPOKAPINOCTUMYJIIATOPA.

ITAJIOHBI OTBETOB:

1

2.
3.
4,

= = = U

CUTYAIIMOHHBIE 3ATAYHN
no znaeam

«Cunopom Bonvgha-Ilapkuncona-Yaiima» (BI1Y) u «Cundopom cnabocmu cunyco-
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6020 y31an(CCCY)

3amauya 1.

bonwnas 3., 29 net. XKanoOsl Ha MPUCTYIIBI YacTOro cepaneduenHus 1 pas B He-

aemo 0e3 cBs3u ¢ (PU3MUECKON HArpy3Koil, OJJHOKpAaTHO OTMEYalach KPaTKOBpE-
MeHHasi motepsi co3Hanud. [Ipuctynsl cepaneOueHus: KynupyroTcs JTubo Baryc-
HBIMHU TIpUEMaMH, JIMOO TMOCJe BHYTPUBEHHOI'O BIMBaHUS HOBOKanmHammuna. M3-
BECTHO, YTO Y POJAHOI0 Opara TakXe UMEIOTCS MPUCTYIIBI CepALEONEHMS.



[Ipu oOcnenoBaHuu: rPaHUIIBI CEPJILIA B MIPeesiax HOPMBI, IPU ayCKyJIbTalluu
TOHBI CepJilla JIOCTATOYHON 3ByuHOCTH, puTMuuHble, YHCC 70 yn/muH., 11ymoB
HeT. Al 120/80 mm pt. cT. Co CTOPOHBI APYTUX OPraHOB MATOJIOTHU HE BBISBIIC-
HO.

[To OKTI" put™m cunycoBslit, 67 ya/mus., PQ -0,10 cek., QRS-0,13 cek., nenpra-
BoJsiHA B I, avlL, V3-V6, ropuzonransHas aenpeccus cermenta ST B I, avL, V3-V6
c (-) T. Ha OKT cHAThIX ABaXAbl KapAHUOOPHUTAI0N BO BpeMs MPUCTYIA TaXUKap-
MM B OJTHOM CJIIy4ae€ BbIABJICHA aTPUOBEHTPUKYJSIPHAS TaXUKAPJUS C HOPMAJIb-
HbIMH KoMITIekcamu QRS ¢ wacrotoii 200 ya/mun. B npyrom ciydyae umeercst He-
pEryJIpHBIA KeNTyI04YKOBBIH puTM 6e3 3yOuoB P ¢ wactoroit ot 176 mo 260
ya/muH., mmpuHa komiuiekcoB QRS ot 0,10 cek. mo 0,16 cek. Ixokapauorpadu-
Yyeckoe HccienoBanue 6e3 marosjoruu. [lpu BemospromMeTpuud M XOJITEPOBCKOM
MOHUTOPUPOBAHUHU BBISIBIICHA MOCTOSIHHAS JEJIbTa BOJIHA, PEAKas MpeacepaHas
AKCTpacucToyus. Jpyrux HapyeHuid puT™Ma U MPOBOJIMMOCTH HE BBISIBJICHO.

Bompocsr:

1. KaxoB Haubosee BepOsITHBIN AUArHO3:

A) cunnpom bpyrana;
b) cunapom BITY;
B) aputrmorennas aucniasusi IpaBoro Kely104Ka;
I') CCCY.
2. Kakwue napymenus putma 3adukcupoBanbl Ha KT kapaunoOpuranoi:
A) bubpwsIUs npeAcepauil U IpeicepaHas TaXuKapIus;
b) xenynoukoBasi TaxuKapausi U YCKOPEHHBIM PUTM aB-COCTMHECHUS;
B) oprtompomuas aTpHOBEHTpUKYJsipHAs — Taxukapaus W GuOpuuisms
MIPEICEPANN;
I') mpeacepaHas u aTpUOBEHTPUKYJISIpHAST TaXUKapIUs.

3. Ilpumenenne Kakux MpenapaTtoB MNPOTUBOMOKA3aHO MpH (HUOPUILIAIINN
npeacepauit u cuaapome BITY:
A) amnoapoHa;
b) HoBOKanHamua;
B)cepaeuHbIX TITMKO3H/IOB;
I') nponadpenona.

4. Kaxo Hanbosiee 3(p(eKTUBHBIN METO JICYCHUS y TAHHOTO MalleHTa:
A) a0pTO-KOpOHAPHOE IITYHTHPOBAHHUE;
b) npumenenue b-aapeHoOI0KaTOPOB;
B) nectpykmus myuka Kenra;
') uMIUTaHTaIUS IIEKTPOKAPIUOCTUMYIIATOPA.

ITAJIOHbBI OTBETOB:
1. b
2. B
3. B
4. B
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3amaua 2.

bonbHo#i 3., 26 net. XKamoObkl HA MPUCTYMBI 4acTOro cepjauedueHus, 1 pa3 B
Mecsll, BOZHHUKAIOIIKUE B JI000€ BpeMsi CYTOK. [IpUCTyIbl KynmupyroTcsi BHYTpHU-
BEHHBIM BBelleHMEM HoBokamHamuaa. Ha OKI', 3apeructpupoBaHHOW O Bpems
MPUCTYIA, OTMEYAETCSl AaTPUOBEHTPUKYIISIPHASI TAXUKAPAMS ¢ HOPMAJIbHBIMH KOM-
mwiekcamu QRS u VA- unrepBanom 120 mcek ¢ yactoroit 200 B MunyTty. Cectpa
nauenTa 20 JeT Takxke NpeabsaBIseT KaloObl Ha MPUCTYIBI YaCTOTO cepauedne-
HUSL.

[Tpu oGcnenoBanuu: TPaHMIIBI CEPJILIa B TIPEIeiaX HOPMBI, TIPH ayCKyIbTAIluU
TOHBI cepaua sicHble, putMuuHble, YCC 70 ya/MuH, JerKuil CUCTOIMYECKUNA IIyM
Ha Bepxymke. AJ[ 120/80 mm pt. cT. Co CTOPOHBI APYTUX OPraHOB MATOJIOTHHU HE
BBISIBJICHO.

[To OKI': put™m cunycoBsiit 70 ya/MuH., TaTOJIOTUH HE BbISBICHO.[Ipu sxokap-
nuorpaduy BBISIBJIEH NPOJANC MUTPAIBHOTO KjamaHa J0 6 MM, MPU3HAKU yMe-
PEHHOI MUTpalibHOM peryprutauuu. [Ipu BeI03proMeTpuu U XoJaTEPOBCKOM MO-
HuropupoBannu DKI' HapylieHnii puTmMa U MPOBOAUMOCTH , IPU3HAKOB UIIEMUN
MHUOKAp/a HE BBISIBJICHO.

Bomnpocsr:
1. KakoB Hanbosiee BEpOsITHBIN JUATHO3:
A) TipoJanc MUTPAJILHOTO KJIalaHa 2 CTENeHU;
b) nponanc mutpansHoro kinanana Il crenenu, CCCY;
B) mponanic mutpanbHoro kiamana Il crenenu, MmanudecTUupyrOmuil CHHAPOM
BIIY ¢ napokcuzmaMu OpTOAPOMHON aTPUOBEHTPUKYIISIPHON TAXUKAPINU;
I') mponanc mutpansHoro kinanana Il crenenu, ckpeitoiii cunapom BITY ¢ ma-
POKCU3MaMU OPTOAPOMHON aTPUOBEHTPUKYJISIPHON TaXUKaAPIUU.

2. Ilpumenenun kKakoro npenapara Hed(hHEKTUBHO Al KYIIMPOBAHUS MapOKCH3-
Ma OPTOJAPOMHOM aTPUOBEHTPUKYJIIPHOLNA TaXUKapIUU:
A) nponadeHoHa;
b) amunonapona:
B) nunokanna;
') u3onTuHa.

3. Kakoe uccnenoBanue HamboJiee TOUHO MpelcKa3bIBaeT 3P(HEKTUBHOCTH MPO-
(buIaKTHYECKOM aHTHAPUTMHUYECKON Teparnuu:
A) BeJIO3pProMeTpus;
b) xontepoBkoe MmonuTopupoBanue IKI';
B) upecnuinieBoiHas CTUMYIISILIUS JIEBOTO MPEICEPNS;
') onipenenenue xosiecTepuHa.

4. Yto sBRsieTCS MOKAa3aHUEM JJIsl MIPOBEACHHS XHPYPTUUYECKOTO JICYCHUS CHH-
npoma BITVY:
A) Henh(HEKTUBHOCTH MEMKAMEHTO3HOU TEpariy;
b) mo6ounbie 3 PexTh aHTHAPUTMUYECKHUX TTPETIAPATOB;



B) namuune mapokcusmoB GUOPHIUIAIMK TIpeacepAuil ¢ MUHMMaIbHBIM RR-
uHTEpBaIoM MeHee 250 mcek;
I') Bce mepeuuncieHHoe.

ITAJIOHBI OTBETOB:
1. T’

2. B
3. B
4. T

3amaua 3.

bonwnas b., 45 net. XKanoObl Ha TOIOBOKpYKEHUE, CTA00CTD, OJBIIIKA MPU (HU3H-
yeckod Harpy3ke. OIHOKpAaTHO MpU MEpEMEHE MOJIOKEHHUS Tella KpPaTKOBPEMEHHAs
NOTeps CO3HAHUS. YKa3aHHbIE CUMITOMBI MOSIBUWIKCH B MocieaHue noi roga. C Mo-
JIOIOTO BO3pacTa y NallMEHTKH OTMedaeTcs peakuid myisce 10 40 B MuHyTy. M3BecTHO
TaKXe, 4TO y CECTPhl OOJILHOM B BO3pacTe 55 JeT mo moBoay «OJI0Kabl Cepla» UM-
IUIAaHTUPOBAH 3JIEKTpOKapauocTumyisTop. Ilpu oOcinenoBaHuM TpaHUIBl cepaua B
npejenax HOPMbI, MPU ayCKYJbTAllMU TOHBI CEepJlla JOCTATOUYHOW 3BYUYHOCTH, PUT-
MUYHBIE, YACTOTa CEPACUHBIX COKPAILLEHUN B TIOJIOKEHHH Jieska 40 B MUHYTY, cTOs 45
B MuHyTy. AJl 130\80 MM.pT.cT. CO CTOPOHBI IPYTrUX OPTaHOB IMATOJIOTUH HE BBISB-
aeHo. [10 OKI': cunycoBas 6panukapaus — 42 B MUHYTY, APYTUX U3MEHEHUI HE BbI-
SIBJIEHO. DX0Kapauorapuyeckoe ucciegoBaHue 0e3 naTojJoruu.

Bompocstr:
1. KakoB Hanbosiee BEpOSITHBIN TMArHo3?
A) UBC, arepockiiepoTnyeckuii kKapanockiaepo3. CUHIPOM cI1ab0CTH CUHYCOBOTO
y3na. (CCCY)
b) Cunnpom bpyrana
B) Cunnpom WPW
I') Unuonaruueckuii (nepsuunsbiii) CCCY, 6paaAuCUCTONMYECKU BApUAHT
2. IlpoBeneHne Kakoro AMArHOCTUYECKOTO HMCCIICOBAHUS HEIEIeCOO0Opa3HO y
ATOM MAlMEHTKH JJIs OTIpeIeTICHUs JIeueOHOM TaKTUKU?
A) XonrepoBckoe MoHutTopupoBanue JKI
b) ArponiunoBas po0a
B) UpecnuieBogHasi CTUMYIISIIUSL MPEACEpIUN C OINpeAesieHUEeM ToKa3zaTenei
BPEMEHU BOCCTAHOBJIEHUS (PYHKIIUHU CUHYCOBOTO Y3JIa
') Peructpatus 351eKTporpaMMbl CHHYCOBOIO y371a
3. IlpuMeHeHre KaKoTO U3 HIKE NMEPEUUCIICHHBIX MPENapaToB MOXKET MPUBECTH K
yCyryOJIeHUI0 CHHYCOBOM OpaguKapanu?
A) AtporuH
b) HoBoapun
B) Amuonapon
I') bennaramunan
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4. TIpu nexomnencupoBanHom CCCY, OpaaucUCTOIMYECKOM BapHaHTE, U HOP-
MaJbHOM aTPUOBEHTPUKYIISIPHOU MPOBOJAMMOCTUA METOJIOM BbIOOpA TEparuu sBIIs-
eTCA:

A) UmnnaHTams sxeiny104K0BOT0 3JEKTPOKaApAUOCTUMYIIATOPA

b) UmnnanTanus npeicepIHOro dIeKTPOKapIMOCTUMYJISATOpa

B) NUmnnanTtanus kapauoBepTepa — nepuopriuiaTopa

I') Ilpumenenue antTuaputmMuueckux npenaparos 11 kiacca.

ITAJIOHbBI OTBETOB:
1

>p Rl vo ey Bia

2.
3.
4.

3amaua Ne4.
bonbHoli A., 40 ner. XKanob He npeabsapiseT. [Ipu npopunakTHIECKOM OCMOT-

pe u peructpaunn JKI' BriepBbie BhIsIBJIEHA CUHYCOBasi Opaaukapaus 10 38 B MHU-
HYTY. ¥ CecTphl HallME€HTa C MOJIOJBIX JIET TaK:Ke OTMedaeTcs: Opaaukapaus 1o 45
B MUHYTY.

1. IlpoBeneHue Kakoro AMAarHOCTUYECKOTO HCCIIEIOBAHUS HELEECOO0pa3HO Y
IAHHOTO MarnueHTa?
A) AtponmHoBas pobda
b) XonrepoBckoe MonuTopupoBanue KT
B) UpecnuieBoaHasi cTUMYJIALNS NPEACEPANN C ONpEeIeHUEM BPEMEHU BOC-
CTaHOBJICHUS (YHKIIMUA CHHYCOBOTO y3Jia
I') IlporpaMmupoBaHHAsT CTUMYJIALIMS KETYJOUKOB C IIEJIbI0 MTPOBOKAIIUU KETY-
JOYKOBBIX TAXUAPUTMUH.
2. Ilpu npoBeneHUN AOMOTHUTENBHBIX HCCIEI0BAHUN y OOJIBHOrO A. MOJY4YEHbI
CJIEIyIOLIME JTAHHBIE: [TOCJIE BBEICHUS aTPOIIMHA MAaKCUMAaJIbHOE yYalllEHUE CHHY-
COBOr0 pUTMa 0 76 B MUHYTY; IPH XOJTEPOBCKOM MOHUTOpupoBaHuu OKI' —
MUHHMAJIbHAs 4aCTOTa CUHYCOBOI'O pUTMa — 36 B MUHYTY, MaKCUMaJIbHAsl YacTO-
Ta — 80 B MUHYTY, BBIABICHBI IEPUOABI CUHOATpUanbHOU Onokansl Il crenenu 11
TUIA C May3aMu 10 2,5 CEeKyH], a TAKXKE pelKas )KeJIyJ0UYKOBask SKCTPACUCTOIMA .
KakoB HanboJsee BepOATHBIN TUarHo3 y 60JbHOTo A.?
A) BereratuBHas qucyHKIIMS CHHYCOBOTO y3i1a
b) Unuonatuueckuii narentHsiii CCCY
B) Ununonarudeckuit komnencupoBanHeii CCCY
I') Unuonatuueckuii nekommnencupoBanubii CCCY.

3. Kakue n3 OKI' — u3MeHEHHU, BBISIBICHHBIX TP XOJITEPOBCKOM MOHHUTOPHUPO-
Banuu JKI' , He sBusitorcst mpuzHakom CCCY?
A) CunycoBas Opaagukapaus 36 B MUHYTY
b) XKenynoukoBas 3KaTpacuCTOIHS
B) Cunoarpuansnas 6iokana Il crenenn Il tuma
') CunycoBble nay3bl 60s1ee 2 CeKyH
4. Tlpu mpoBeeHUU YPECTUIIEBOTHON CTUMYIISAINH MPEACEPnuid y O0IBHOTO A.
BBISIBJICHO CHIKeHUE Toukd Benkebaxa 10 100 uMIysibcoB B MUHYTY U yBEJIHYE-



HUE MOoKa3aTessl BpeMEHH BOCCTAHOBJICHUS (PYHKIIMM CUHYCOBOTO y3ia /10 3,8 ce-
KyHJ] 0€3 3aMellaoMX COKpalleHU U3 HIKE JIeKAIIUX [EHTPOB aBTOMATH3MA.
Kaxkoit MeTo Tepanuu siBisieTcsi Hanbosee ONTUMaIbHBIM Yy 00JIbHOTO A.?

A) UMninaHTanus npeacepaHoro 3JIeKTPOKapaAuOCTUMYIISATOpa

b) UmnnanTanus kapauoeprepa — nepuldpumiaropa

B) IloakoxxHOE BBEJIeHHE aTpONTMHA

') UmMmnmanTanuys qByXKaMepHOTo 3JIEKTPOKAPAUOCTUMYJISTOpA

ITAJIOHBI OTBETOB:
1

aelicrRlveliay

2.
3.
4.
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