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MPaBWIBHOW WMHTEPIPETAUMUA JIEKTPOKAPAUOTPAM-
MbI. DJIEKTpOKapaIuorpaMmMa BCe €Ille OCTaeTCs JIyd-
UM IPYroM KapauoJiora.

B 1842 r. uranesaHckuit ¢pusuk Carlo Matteucci

BBIABWI HAJINMYUE DJICKTPUYCCKHUX ITPOLECCOB B MUO-
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Kapze JISTYIIKY TIPU ero TTOBPEeXICHUH, a HEMEITKIIA
¢usuonor Emil Dubois-Reymond (1843 r.) onucan
«ITOTCHIIMAJ IECHCTBUS», COOTBETCTBYIOIINIA KaxKIO0-
MY MBIILLIEYHOMY COoKpallieHuIo. Hauano anekTpokap-
IrorpacMIecKUX NCCIeHOBAHUN Yy YeJI0BeKa MOXKHO
natupoBath 1887 1., Korma aHraMyaHuH ABrycT Ben-
sep (Augustus D. Waller) u3 JIoHI1OHCKOI MeIULIMH-
ckoit mkonsl St. Mary’s Medical School ony6imko-
BaJl TIEPBYIO 3aMMCh JEKTPOKAPAUOTPAMMBbI YeJIOBE-
Ka. [lepBbIM Uel0BEeKOM, KOTOPOMY OblLjla CHSITA /1K~
TpOKapauorpaMmMa, ObLT TEXHUYECKUI COTPYIHUK
ero maboparopun Thomas Goswell. TTocnenyromiee
pa3BUTHE KIMHUYECKOM 3JIeKTpoKaparuorpaduu cBsi-
3aHO B MIEPBYIO o4Yepenb ¢ MMeHaMu Buimiema DUHT-
xoBeHa (William Einthoven) u Tomaca JIstouca (Tho-
mas Lewis).

ITepBbiM, KTO BBIBen DKI 13 cTeH nabopaTopuii B
ITMPOKYI0 BpaueOHYIO TIPAKTUKY, ObLT TOJTAHACKUIA
¢usumonor, mpodeccop YTpexXTcKOro yHHUBEpCUTETA
Bunnem OitHtxoBeH. [Tociie cemu JIeT YIIOPHBIX TPYIOB
Ha ocHOBe n3o0pereHHoro M. LlIBeiirrepoM cCTpyHHOTO
raJibBaHOMeTpa DUHTXOBEH CO3/aj MEPBbIA 3JEKTPO-
Kapauorpad. DToT pubop ObUT BeCbMa TPOMO3IKUM
COOpYKEHUEM U Becus 0KoJio 270 Kr. DIHTXOBEH BBeJI
TTOHSITHE OTBEIACHMS, TIPSIJIOXKIB TPU TaK Ha3bIBACMbIX
CTaHJIAPTHBIX OTBEACHUS OT KOHEYHOCTEH, TO €CTh U3-
MEepeHMe pa3HUIIEI TOTCHIIMAIOB MEXXIY JICBOM U TIpa-
Boi1 pykoii (I oTBeneHue), MeXIy MpaBoil pyKoii U je-
Boii Horoil (II oTBemeHue) U Mexmy J€BOW PYKOUl U
nesoit Horoit (III oTBemeHme). 3aciyru DitHTXOBeHa
ObUIM OLIEHEHBI TT0 JOCTOMHCTBY, U B 1924 1. emy Oblia
npucyxaeHa HobeneBckast mpemusi.

B nBaguatsix rogax XX B. [onpadeprep npemioKul
elle TpY OTBEEHMSI, Ha3BaB UX ycruieHHbIMU. [1pu pe-
TMCTpallMd 3TUX OTBEIEHMI OTHUM M3 BJIEKTPOIOB
CIIYXXUT ONHA U3 KOHEYHOCTEU, a IPYyTUM — OOBeIau-
HEHHBII JIEKTPOJ OT ABYX APYrUX (MHAUDGbEPEHTHbBIM
3JIEKTPO). Pa3HuUIla NOTEeHIMANIOB, U3MEPEHHAST MEX-
Iy TIpaBoii pyKoi M 0ObeAMHEHHBIMU JICBOI PYKOU U
JIEBOM HOTOM, Ha3bIBAaeTCSI OTBEACHMEM alVR, MeXIy
JIEBOI pyKOil 1 00beAMHEHHBIMU MPaBOM PYKOH U Jie-
BOIi HOTOI — OTBeleHUEM a V'L u MexX Ay J1eBOi HOTO! 1
00beIMHEHHBIMU pyKaMu — oTBeaeHueM aV'F.

B nanbHelimemM BuibCOHOM OBUIM TPEMTOXKEHBI
rpyaHbie otBeaeHUsT DKI, B KOTOPBIX OMHUM M3 BJIEK-
TPOIOB SIBJISIETCSI TOYKAa Ha IMOBEPXHOCTU TPYIHOM
KJIETKU, a APYTUM — OOBEAMHEHHbIN 2JIEKTPO/I OT BCEX
KOHEYHOCTel. DJIeKTpoa oTBeleHusd V| pacrionaraer-
csI B YeTBEPTOM Mexkpedephbe 110 ITpaBoOMY Kparo TpyIau-
HbI, V;, — B 4eTBEPTOM MeXpebephe 110 JIEBOMY Kparo
rpyauHel, V3 — Ha yposHe IV pebpa 1o jieBoit 0KoJio-
IPYAMHHOI (apacTepHalbHOI) TMHUM, V, — B IATOM
MeXpeOepbe MO JI€BOM CPeIHEKITIOUMYHOM TMHNN, Vs —
B IISITOM MeXpeOephbe Mo JIEBOU nepeaHeil moaMbIIIey -
HOI JinHMKU U V, — B NATOM MeXpeOephbe I0 JIEBOIA
CpeaHer NOAMBIIICYHOM JIMHUM.

Takum o6paszom, cpopmupoBagach MpUBbIYHAS IJIST
Hac cucTeMa dJIeKTpoKapaArnorpacuyecKux OTBEACHUA.

DiekTpoKapauorpadus IBISICTCS OTHUM U3 BEIYy-
IIUX METOJO0B WMHCTPYMEHTAJbHOTO MCCeI0BaHUS
CepACUYHO-COCYAUCTOM CHCTEMBbI, KOTOPBI OCTaeTCs
HauboJiee pacIpoCTpaHEHHBIM U TOCTYITHBIM IS T -
pOKOTO Kpyra jitofieil. B ocHoBe 3TOil METOAMKY JIEKUT
peructpamnusi OMOMOTEHIIMANOB, BO3HMKAWOIINX B
cepate. OnHako MHOTME Bopockl, Kacatouuecs DKI,
JIO CHIX TIOP OCTAIOTCSI CIIOPHBIMU M HE MMEIOT €IMHO-
ro TojikoBaHus. [1oaToMy BO M30eXaHUE CEPbE3HBIX
INATHOCTUUYECKUX OIMMOOK aHaIu3 AeSITeIbHOCTH
CepACYHO-COCYAUCTON CUCTEMbI JOJKEH BKJIIOYATH B
ce0s 1 psiT APYTUX METOIUK.

OmHUM M3 acTMeKTOB 3JIeKTpoKapauorpacduu B 1e-
JIOM SIBJISIETCSI €€ TUAarHOCTUYEeCKOEe COmepKaHMe, KO-
TOPOE MOXET ObITh He3aMEUEHO B TeUEHUE OUYEHb 10~
roro BpPEMEHHU, a 3aTeM BHE3alHO CTaHOBUTCS
oueBUAHBIM 17151 Beex. CeromHs Takxke OOHapyXuBa-
I0TCSl HOBbIE OCOOEHHOCTH 3JIEKTPOKApAMOTpamMM, KO-
TOPBIE UMEIOT MPOTHOCTUIECKOE 3HAUCHME MJTU YKA3bI-
BalOT Ha HOBbIe 3a0osieBaHUS cepala. BoJbLIMHCTBO
M3 HUX CBSI3aHO C CEPACYHON PEIOJISIPU3ALIUEHA.

HoBble muarHocTUYeCKHe METOIbI Pa3BUBAIOTCS
TOUYTH €KeTHEBHO, CTAHOBUTCS BCE CIOXHEHN MX MH-
TepnpeTupoBaTh M MCIIOJIb30BaTh MOJYyUYEHHbIE pe-
3yJIbTATHI, TIO3TOMY 3JICKTPOKapAMOTrpaMmMa IT0Ka OcC-
TaeTcsl OMHUM M3 CaMbIX BaXXHBIX ITMArHOCTUYECKUX
METOHOB B KIIMHNYECKOU IMPaKTHUKE.

B HacTos111€€ BpeMsT UMEIOTCS pa3TnYHbIe METOIbI
JNUATHOCTUKU 11 00Jjiee TOYHOTO aHajiu3a 2JIEKTPO-
Kapauorpadudeckoii MHGOpMaLUU;, OHU SBJISIOTCS
CJICIYIOIIMM BaxKHBIM IIIarOM B 00OCJIeTOBAaHUM TTAIlH -
€HTOB, HAXOISIINXCS B OITAaCHOCTU. B HEKOTOPHIX ciTy-
yasiX TeHeTUYeckKoe TeCTUPOBAaHME OCTaeTCs €AUHCT-
BEHHBIM METOJIOM JIJISI TOTO YTOOBI IIOCTaBUTH TOUHBII
W TIPaBUJIBHBIN THATHO3.

BHe3amHast cMepTh JIMIT MOJIOIOTO BO3pAcTa SIBJIS-
eTCsl aKTyaJIbHOU TTPOOIEMOii IsT KapIMOJIOTOB BCETO
mupa. Camoii 4acToit ee MPUIMHON CITyKaT 3JI0Kaue-
CTBEHHbIE HApYILIIEHUsI CEPACUYHOTO PUTMA — XKEIyI0U-
koBble Taxukapauu (KT) u bubpwisauums xeaynod-
koB (DXK). B psge ciydyaeB apuTMUU SIBJISIIOTCS
CJIeICTBMEM F€HETUYECKOro AedeKTa.

Cayuaii 1. K BbIIIeONMMCAaHHON IMaTOJOTUM OTHO-
carcs cunapom bpyraga (Cb) u cuHaApOM yIJIMHEHHO-
ro uHtepBana Q—7. OnucaHue 3JIeKTpOKapArOrpa-
buyecknx M3MEHEHMIl, XapaKTepHBIX IS CHIpOMa
Bbpyrana, Bnepseie mano H. Osher u L. Wolf (1953 1.).
B 1992 . ucnanckue kapauooru oparbst Pedro u Josef
Brugada ormicanu 8 60JBHBIX ¢ KIIMHUKO-3JICKTPOKap-
nuorpacduyeckKuM CUHIPOMOM, OOBEANHSIONIMM Yac-
TBIE CEMEMHBIC CIIydal CUHKOMAJIbHBIX COCTOSTHUI
U/WIM BHe3amHoi cepaeyHoli cmepTtu (BCC) Benen-
CTBUE TMOJUMOP(HON XKeJTyTI0UYKOBOW TaXWUKapauu,
nepexonsaiieii B GUOPUIUISALINIO KeTyoqoukoB. B Ha-
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crosiiiee Bpemst cuHapoMoM bpyrana Ha3bIBalOT KiIM-
HUKO-3JIEKTpOKapauorpaduuecknii CUHAPOM, XapakK-
Tepusyomuiics ooMopokamu u anuzogamu BC y ma-
LIMEHTOB 0O€3 OpraHMYecKuX WU3MEHEHWUId B cepile,
npospisonuiicas Ha OKI 6iokanoil mpaBoil HOXKU
nyuka Iuca (BITHIIT), mogreMom cermeHTa ST B rpa-
BBbIX TPYAHBIX OTBeneHusAX (V,—V;), KoTopble MOryT
TPaH3UTOPHO UCYE3aTh, U C BOSHUKHOBEHUEM Ha 3TOM
done s3nuzonoB nosumopdHoi KT u bubpwisuumn
JKETyIOUYKOB, 00YCIOBIMBAIOIINX KIIMHUYECKYIO Kap-
TuHY. CuHapoM bpyraga cuutaeTcs epBUYHON «dJeK-
TpUYeCcKoi» OOJIE3HBIO Cepalla, pa3BUBAIOIICHCS
BCJIEICTBUE AHOMAJIbHOW 2JEKTPOGMU3NOJIOTMIECKOM
AKTUBHOCTH 3TUKAap/a MPaBOTO XeIyI0uKa B 001acTu
BBIHOCSIIIIETO TPAKTA.

YcTaHOBIIEHO, YTO TEHETUYECKOI OCHOBOU CUHII-
poma bpyrana sBasiercsa myTtauus B reHe SCNS5A Ha

KOPOTKOM IIIede 3-i1 XpOMOCOMBI. DTOT reH KOTUPYeT
CTPYKTYpY Oejika a-CyObedUHUIIbl HaTPUEBbIX KaHa-
JIOB, 00ECIIeYMBAIONINX HATPUEBBIN TOK TMOTEHIIMAJA
neiictBus (TT101).

®eHoTUMMYECKAs BApUaOETbHOCTh CUHIPOMA, 3J10-
KayecTBeHHOe TeueHue, Bbicokuii puck BCC tpedyer
YETKUX KPUTEPUEB U METOIOB TUATHOCTUKY IS yCTIEI-
HOI nIeHTU(GUKALIUK TTAllMEHTOB ¢ CMHIpoMoM bpyrana.

CeMmeitHbIe MCCIIeIOBaHMST TTOKA3bIBAIOT, YTO CUH/I-
pom bpyramga HaciemyeTcst 110 ayTOCOMHO-IOMUHAHT-
Homy Tumy. Preben Bjerregaard onuceiBaet ciyvaii u3
CcBoero HaOoaeHWsT cMHIpoMa bpyrama, cmHmpoma
yaiauHeHHoro uHtepsaga O—7T u BITHIIT y wieHoB
OIHOII ceMbU, KOTOpHIC BBI3BAaHBI MyTallMeii B TeHE
SCN5A (puc. 1). ABTop paccka3bIiBaeT O >KEHIIMHE
(cM. puc. 1, manmeHTKa 8), KOTOpasl, CHIsI B pecTopa-
He, BHE3aITHO yrajia B 0OOMOPOK ¢ OCTaHOBKOI cepalia.

1
My>xumHa,
yMmep B Bo3pacTte 51,
HECKOJIbKO 3Mn3008B
BCC.
OKI He gocTynHa
2 3 4
70-neTHASA XEHLMHA, 72-NeTHW MYX4nHa, 70-NETHUN My>X4KMHa,
6eCCUMMNTOMHAS. BCC, OMM (2006 r.) QTc: 6EeCCUMMTOMHBI.
aKIr 573 mc, BMHIM, otprua- QTc: 450 mc,
HOpMasibHas TefbHble T-3y0upl B V,—Vy nKa,

5 6% 7 8 9
45-1eTHUIA MY>X4YMHA, 44-netHasa 41-NeTHUN MY>X4nHa, 40-neTHSaS XeHLWwmHa, 31-NeTHUIN MyX4mHa,
0OMOpPOK B KOJIIeaXe. KEHLLMHA, 6eCCUMMTOMHBIN. BCC (2003 r.). 6eCCMMMTOMHBIN.

QTc: 466 mc, 6eccMMnToMHas. QTc: 447 mc, cMHAPOM QTc: 480 mc, QTc: 383 mc,
MONOXNTESbHBIN TECT QTc: 483 mc, Bpyraga, 3-n Tmn, cuHgpowm bpyraaa, cuHapom Bpyraga,
C npokavHamnaoom nKa K4, 1-nTmn 2-vTnn, KA,
10 1 12 13
10-neTHasa oeBoyka, 22-1eTHANA XEeHLMHA, 13-neTHuni Manb4mk, 8-Mecsa4HbINn
6eccnMnTOMHas. 6ecCMMNTOMHas. 6eCCUMMTOMHBIA. MarsbynK.
QTc: 422 mc QTc: 404 mc QTc: 406 mc QTc: 402 mc
14 15 16 17
7-neTHasa 14-neTHasa 8-neTHsAs neso4yka, BCC 8-MECHYHbIT
[eBoyka, [eBoyka, (1993 ). MblweyHbIn MASTBUK
6eccnMnTOMHas. cuHapom Bunbamca. MOCTUK B KOPOHAPHOM QTc: 403 Mc
QTc: 420 mc QTc: 407 mc aptepumn :
18% 19
4-nNEeTHUN MaNbyuK, 10-neTHuin
6eCCUMNTOMHbIN. MasbyuK,
QTc: 429 mc, 6eCCUMMTOMHBIA.
K4 QTc: 398 mc

Puc. 1. Cxema, Ha KOTOpOI1 IIpeAcTaBiieHa ceMbsI ¢ cuHapoMoM bpyrama, ymmmaeHHbIM nHTepBajioM O—7 u BITHIIT,
BbI3BaHHBIMU MyTalueil B reHe SCN5A HaTpueBoro KaHajaa (X — HOCUTEIM MyTalluii)
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Puc. 2. OKT, cHsaras B 12 otBefeHusix y namenTa 9 (cm. puc. 1). PUTM cuHycoBblit, ¢ HopMasibHbIM UHTEpBajioM O—T,
HO C Ipu3HaKaMu cuHapoMa bpyrana 2-ro Tuna B orefieHuu V,

BosbHas O6bl1a peaHMMUPOBaHa, HO yMepia 2 Hell CIy-
CTS OT CEpPbe3HON TUIOKCHYECKOI 3HIIChaIONaTHH.
bruto M3BecTHO, YTO paHee MalMEeHTKa He CTpanaia
CEPIEYHO-COCYANCTHIMU 3a00JIEBAHUSIMU 1 UTO Y HEe
He ObLIO ciiyyaeB oOMopoka B aHaMHe3e. Ee n1oub (cM.
puc. 1, mauureHTka 16) TakxKe ymepa BHE3AITHO B BO3-
pacte 8 JeT, cuIs 3a CTOJIOM B KJIACCHOW KOMHAaTe B
IITKOJIe; BCKPBITUE TPYIa JEBOYKM HE BBISIBUJIO Opra-
HMYECKOW MaTOJIOTUM CepAla U He Jalo APYroro oob-
SICHEHUs MPUYUHBI ee cMepTU. Ha mepBoil anekTpo-
KapIuorpaMMme, 3aperiCTPUPOBAaHHOM BCKOpe ITOCTe
MOCTYIUIEHWSI B CTallMOHAap, OTMeJajiach CHHYCOBas
taxukapaus ¢ BITHIIT u oTkioHeHueM sieKTpuyec-
KOl ocu BrpaBo. XoTs uHTepBan Q— T Kazajcd yaaiu-
HEHHBIM, €ro OBIJIO TPYIHO OLICHUTH M3-3a IIUPOKOTO
koMruiekca QRS u taxukapauu. Ha cienyromumit 1eHb
Ha DKI cepneuHsblil puT™M ObUT MEIJIEHHEE U KOMITJIEKC
ORS nHopmanuzosajcs. OnHaKo Ternepb perucTprupoBa-
JIICh U3MEHEHUs perosspusaunu B V,—V; oTBeneHu-
SIX, YTO TTO3BOJIMJIO MPEATIONIOKUTE HAIMUKUE CUHIpOMaA
bpyraga u yninnenHoro unrepsaia Q—7. Cembs aTOM
MaluMEeHTKX OblIa 3aMHTEpecoBaHa B OO0C/IE€IOBAaHUU
(mrarHocTUyeckast 3JeKTpoKapauorpadus), mo3xe y
BcexX OBLT TaKKe IMPOBeACH TeHeTUIeCKMit aHamm3. M3-
3a 3aepPXKKU TOJTyYeHUs] Pe3ybTaTOB FeHETUYECKOTo
CKPUHMHTA 1 OOJIBIION 00CCITOKOCHHOCTH YWICHOB Ce-
MbM pellieHe UMILTaHTUPOBaTh KapauoBepTep-aedu-
OpUJUISTOP OBLIO TIPUHSITO A0 MOyYeHUsT Pe3yIbTaTOB
reHEeTUYeCKOTo aHanu3a. TonbKo MauueHTy 5 (CM. puc.
1) npoBeay JOMOJHUTEIbHOE TECTUPOBAHUE, BKITIOUA-

o1llee OObIYHbIE AMATHOCTUYECKKE METOIbI, TPUMEHSI -
eMBbI¢ Y TTAalIMCHTOB, Y KOTOPBIX IIPEAIIoNaracTcsl HajIu-
uyre cuHapoMa bpyrana, a UMEHHO TeCT ¢ MpoKauHa-
MUIOM U 3ieKTpodusuonornyeckoe (DPU) uccreno-
BaHue. OHU ObLIU MOJIOKUTEBHBI M B HEKOTOPOI CTe-
MeHW TOATBEePXIaJu AMarHo3 cuHapoMma bpyrama y
IPYTUX YJIECHOB CEMbHU C 3JIEKTPOKapAUOTrpadIecKu-
MM TpU3HAKaMU 3TOTO 3a00JIeBaHNSI.

IIpuBeaeHHBIN Cilyyail HArJISIAHO AEMOHCTPUPYET
MHOTHE 13 TIpo0JIeM, Tiepe JIMIIOM KOTOPBIX MbI OKa-
3bIBaeMCSl exXeIHeBHO. YJICHBI 3TOI CeMbU CTpamaroT
MEPBUYHBIMU  DJIEKTPUYECKUMU  3a00JIeBaHUSIMK
cepalia, KOTOPHIE SIBIISIIOTCS HACIEACTBEHHBIMH, W
MMEIOT BBICOKUMIA PUCK BHE3AITHOU cepAeyHO CMEPTH.
ITpoGaeMBI CYIIEeCTBYIOT, KOTAa HEM3BECTHA TEHETH-
yeckasi MyTallUsl, M pellieHre O TOM, KOMY ITOoKa3aHa
UMIUIaHTauMs neuopuiasgTopa, 6a3upyeTcs MpocTo
Ha KJIMHUYECKOM TPOSIBJICHUHU 3a00JIeBaHUS U DJICKT-
pokapavorpaduyeckux ¢heHoMeHax; MpoodJIeMbl MO-
TYT BO3HUKATh U TIOCJIE TOTO, KOT/Ia CTAHOBUTCS SICHO,
KTO SIBJISIETCSI HOCUTEJIEM CMEPTEJbHOW MyTalllH.

Ha npumepe nauuentoB 3 u 16 (cMm. puc. 1) moka-
3aHO, KaKKMe OIIMOKM MOTYT OBITh HOMYIIEHBI B qUa-
THOCTHKE OOJBHBIX, KOTOPHIC BHE3aITHO YMUPAIOT B
CeMbe C HaCJeICTBEHHOU 00JIe3HbIO U BHICOKHUM PUC-
KOM BHE3aITHOM CMepTH. Y TaleHTa 3 ObUT 3apeTucT-
pupoBaH yMIMHEHHBIN UHTepBan Q—7 U reHeruyec-
Kas MyTalus, HO BIIOCJCACTBUU OH yMep OT THIIO-
Kcudeckoi sHiuedanonaruu. Hesagonaro mo cmepTtu
eMy ObLJIO MpOBeeHO 30HANpOBaHue. PaHee oH oTKa-
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3aJicsl OT UMIIaHTauuu nedudpunstopa. Korga Obi-
JIO HAlIECHO CBUIETEIBCTBO O CMEpPTU MalueHTa 16,
OHO YKa3bIBaJIO Ha BPOXKICHHBINA MBIIIICYHBIIT MOCTHK
B JIEBOM KOPOHAPHOM apTepyMu KakK Ha OOHY U3 BO3-
MOXKHBIX TIPUYUH cMepTU. [eHeTnIecKoe TeCTUpoBa-
HUME TKaHU, TIPOBEICHHOE MOCJIe BCKPBITUSI YMEPILIETro
nanueHTa 13 romamu paHee, HE MPUBOAUJIO JOKa3a-
TenbcTBa MyTauuu SCNSA.

Ha npumepe nanuenta 9 (cMm. puc. 1) mokaszaHo,
YTO TIOTPAaHUYHBIC PE3yIbTaThl 3JICKTPOKAPIUOTPaM-
MBI MOTYT OBITH CBEpXMHTEPIIPETUPOBAHBI, €CIIU OHU
HaOJII0IAI0TCS Y MAIlUeHTOB U3 CEMBH C BBICOKUM PH-
CKOM BHe3aIHoi cmeptu (puc. 2). IlaimueHty 9 Obu1
MMIUIAHTUPOBaH JIe(UOPIIIIATOP Ha OCHOBAHUHN JaH-
HBIX 2JIEKTPOKApAMOIPaMMbl C TpU3HAKaMU CUHAPO-
Ma bpyraga 2-ro Tima, Kak 1 BCeM €T0 pOIHBIM OpaTh-
M. OIHAKO 3TOT MAaLlMEHT OcTaBajics 6eCCUMMTOM-
HbIM. [Tocie Toro, Kak pe3yabraT TeHeTUIeCKOro aHa-
JIn3a OBLI TTOJIYYeH, CTajo SICHO, YTO OH HE SIBISIETCS
HOCHUTEJIeM TeHHON MyTaluu. Y HEKOTOPBIX TallueH-
toB DKI ¢ mpuznakamu cuHapomMa bpyraga 2-ro tuma
MOKET OBITh HOPMAJIbHBIM BAPUAHTOM, M OTPULIATEITb-
HBI TCHeTUYECKMIT aHAIM3 MOKHO CIMTaTh OYCHb Ha-
JIEXKHBIM TECTOM, TTO3TOMY BeChbMa BEPOSITHO, YTO 3TO-
My MaLUeHTy ObUI MMIUIAHTUPOBaH Ae(MUOPUILILTOP,
B KOTOPOM OH He HyknaaJics. JIJist yTouHeHUsT JuarHo-
3a MMalyeHTaM ¢ 2-M 1 3-M TATIOM cuHApoMa bpyrama
pPEeKOMEHIyeTCsI MpoBeneHue (papmMakornpoo.

[Mamuent 18 (cm. puc. 1) — 3m0poBBIi 4-1eTHUN
peOeHOK ¢ HOpPMaJIbHOM 3JIEKTPOKApANOTPAaMMO B
JIeHb obcnenoBaHusl. EMy uMmmniaHnTupoBaiu aeduo-
PUWLISTOP, MIOTOMY UTO OH ObUT HOCHUTEJEM MyTalllu
SCNS5A, v uneHbl ceMbU TTocJie THoeu 8-JIeTHel Joue-
pu (cM. puc. 1, manueHTka 16) XoTenu, 4TOObI Majib-
YUK OBUT 3alUIIEH OT BHE3armHoi cMepTu. [1loaTomy
€My TMPeAOCTaBUIN BHEUTHUI 1e(pUOPUIISATOpP, KOTO-
DbIif OH HOCWJI B pIOK3aKe B TeueHue 2 JIeT 0e3 0CI0XK-
HEHMIA, a TeTlephb Y HETO €CTh MMILIAHTUPOBAaHHBI Jie-
¢udpunngrop. Ero oty (cMm. puc. 1, mamueHT 5)
Takke ObLT UMIUTAHTUPOBAH 1e(pUOPUILISATOD.

MyTtaluu B reHHOM KogupoBaHuu SCNS5A natpue-
BOTO KaHaja ObUTA CBSI3aHBI C MHOXKECTBOM KJTMHMYE-
CKHUX CJIyuyaeB, BBI3bIBAIOIIUX BHE3AITHYIO CepACYHYIO
CMepTh, BKITIOUAsl CMHAPOM bpyrana, cMHApOM Y-
HeHHoro nHtepBana Q— 7T u nporpeccupymoliee 3a00-
JieBaHUe TTPoBoAsIIel cucTeMbl. [ToCKOJIbKY 001e3HN
pa3IMYHBI, TOJIHBIN CIEKTP CBI3aHHBIX (DEHOTUIIOB
CTAHOBUTCSI OYEeHB CIIOKHBIM. DeHOTUTT, HaKJTaAbIBa-
IOIIUIACS MEXIy 3TUMM TpeMsl 3a00JIeBaHUSIMH, KakK
9TO OBLIO 3aMEUYEeHO B TaHHOW ceMbe, ObLI OMMCaH U
IPYTUMH aBTOPaAMM.

Takoe MHOrooOpa3ue KIMHUYeCKUX 3PdeKkToB 3a-
CTaBJISIET TIPEATIONIOXUTD, 4TO yyacTue reHa SCNSA B
(opMUpOBaHUU KIMHUYECKON KapTUHBI, TCUYCHUS U
TPOTHO3a HAPYIIEHUI CepIeYHOTO PUTMA U TIPOBOIM -
MOCTH 0OJIbllIe, YeM CUYUTAIOCh paHee [5, 24].

Cayuai 2. OgHOM 13 Hanboaee pa3HOPOTHBIX KITH-
HUYECKUX I'PYMIT C BBICOKUM PUCKOM Pa3BUTHUS KU3-
HEYTpOXaIoIINX HapyIICHWI pUTMa cepilla B MOJIO-
IOM BO3pacTe SBISIOTCS OOJbHbIE C apUTMUSIMM,
00BeIMHEHHBIMHU TI0J, Ha3BaHNEM KaTeXOJIaAMUHEPTH-
yecKre TOJIUMMOpP(MHBIE XEeTyTOYKOBbIE TaxUKapIuu
(KTIKT). Yacrota BCC B manHoii rpynre K 30-net-
HeMy Bospacty gocturaer 30%.

BriepBbie cemeitHy0 MOTMMOPGHYIO XeTyI0uKO-
By10 Taxukapauio onucaian Coumel u coanrt. (1978 ).
3ateM A. Leenhardt u coaBt. (1995 ) onybaukoBaiu
Ccepuro HaOMIOACHUI, Cpear KOTOPBIX ObLIa 3apeTucT-
pUpOBaHa CTpecC-MHAYLMPOBaHHAs IBYyHaIlpaBJIeH-
Hag KT Ha ¢oHe 3mopoBoro cepaua [2].

H. Swan u coaBT. (1999 ) onucanu apuTMUIECKUI
CHHIPOM C ayTOCOMHO-TOMWHAHTHBIM THITOM Haclie-
JIOBaHUsI, KOTOPBI XapakTepusyeTcsl MOoJIUMOpdHOIt
KEJTyIOUYKOBOW TaxvWKapauen, NHAYUUPyeMoil husu-
YEeCKOM Harpy3koi, IpU OTCYTCTBUM HOKYMEHTUPO-
BaHHOTrO 3a00JeBaHMs cepaua [2].

OKTI-xaprtuna npu KITXKT nmoapasymeBaeT He MeHee
IBYX Mopdosoruit komruiekca QRS B 3anmne, yacto KT
MMeeT XapakTep ABYHaIlpaBJIeHHOM, ¢ MOp(oJIoTueit mo-
TIepeEMEHHOM OJIOKAIbI TTEPENHEN 1 3aIHE BETBEN JIEBOM
HOXKH ITyuKa [i1ca rpu perucTpaium B CTaHIaPTHBIX OT-
BeAeHUSIX. TepMHUH «KaTexojJaMUHepruyeckas» 00603Ha-
yaeT nHAyKOio KT ¢u3maecKoii, SMOIIMOHAIBHON aK-
THBHOCTBIO WJIM BBEAEHMEM SK30T€HHBIX KaTeXOoJaMM-
HOB y OOJBHBIX 0€3 OPraHMUYECKOTO WM CTPYKTYPHOTO
nopaxeHus cepaia. OnHaKo caM TEPMUH «KaTeX0JIaMHU-
Hepruyeckas» noapa3yMeBaeT HEKOTOPYIO YCIOBHOCTb U
HEOTHOPOAHOCTh JaHHOM rpynibl, Tak Kak K KITKT He
OTHOCAT (PeHOTUITMUECKH CXOKIE TTOTUMOP(HEIE 1 IBY-
HanpasieHHble KT, Bo3HUKatoNMe npyu Nepeao3upoBKe
cepaeyHbIX MKo3uaoB, KT y OONBHBIX ¢ CHHIPOMOM
Anpgepcona (CYUQT), kapmiMoOMHONIATUSIMUA, 3JIEKTPO-
JINTHBIMU HapyIIEHUSIMU (ITPEKIe BCEro rMmepKablye-
MHeIi), cTpecc-uHaynupyemyto noaumopdayto KT tu-
na «torsades de pointes» u GUOPUIISILINIO KETYTOYKOB Y
6oabHblx ¢ CYUQT u npyrue 3aboneBaHust. Bee aTo
NpearnoaraeT JajabHeiyio auddepeHIranuo JaHHOK
TPYIIITEI ApUTMUI B 3aBUCIMOCTH OT HAaWICHHBIX 3THO-
MaToreHeTUYECKMX 0coOeHHOCTe [3].

MonexynspHo-reHeTuueckoit ocHoBoit KITXKT
SIBJIICTCSI MyTallMsl B TeHE CepACYHOTO praHaIuHOBO-
ro perenropa (RyR2), komupyromiero Ca* peryasarop-
HeIil ipotenH (PCVTI), nnn HapyllleHue 0elKa Kajib-
cexkBuctpuHa CASQ2, kitoueBoro 0eyka, peryjiupylo-
mero BeicBoOOXaeHe Ca2™ 3 capKoIIazMaTHIecKo-
ro petukyiayma (PCVT2). Oba faHHBIX COCTOSIHUS Be-
IyT K TIeperpy3Ke KapIHMOMHOIINTAa KJICTOK MOHAMU
Kanbuus [17].

OcHoBHbIM MeTozoM BoisgBieHUuss KITXKT aBisteTcst
XoJITepoBckoe MoHUTOopupoBaHue DKI, 6onee penko —
crpecc-tectbl, DKI Mokosi, BHyTpMBEHHOE BBEIEHNE
M30IIPOTEPEeHOIA.
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Cnennanuct u3 Jadboparopuu Preben Bjerregaard c
OIBITOM paboThl Oosiee 20 JeT Mpu MPOCMOTPE PETUCT-
palny XOJITePOBCKOTO MOHUTOPHUPOBAHMS €IBa BEPILI
CBOMM IJ1a3aM, KOrJa Ha0Jioal HEMPEepbIBHYIO peruc-
TPaLMIO HOYHOM 3JIeKTPOKApAMOTrpaMMbl 16-1eTHeil
neBouku. [lociae perucrpauuu THEBHOTO BPEMEHU C
HOPMaJIbHBIM CHHYCOBBIM PUTMOM C MaKCHMAaJIbHOM
YCC 110 ya/MUH ¥ TOJBKO C HECKOJIbKUMU XKETyI0d-
KOBBIMU 3KcTpacucTosiamu (2KD) B 2 4 HOUM ceprey-
HBIII PUTM Hayaj TOCTEIIEHHO YCKOPSIThCS, TOCTUT
180 yn/mMuH 1 coxpanstics Boite 100 ya/MuH ocTaBIIy-
10CsI 9acTh HOYM. JIHEBHUK, KOTOPBI OBLT TTO3KE IO -
TBEPXIEH U MaTepblo MallMEHTKH, yKa3biBal, YTO Ma-
LIMEHTKa BCI0 HOYb cmama. Ha criemyromee ytpo y
MalMEHTKU ObLIO HECKOJBKO MOMOOHBIX 3MNU300B J0-
Ma, BO BpeMsl GU3NIEeCKON aKTUBHOCTH. Bce amm30mb1
pa3BUBaAJIMCh OAMHAKOBBIM oOpas3uoM. BHauvane cep-
JIEYHBII PUTM BHE3AIMHO YCKOPSLICS KaK CUHYCOBas, y3-
JIOBasi WIM TIpencepaHasl TaXxvKapausi, COIMPOBOXIAI0-
masicd aenpeccueit cermenTa ST, 3aTeM perucTpupoBa-
nuchk KD, TepBoHAYabHO M30JMPOBAaHHBIC M MOHO-
MOp(dHBIe, HO TIO3Xe, MOCKOJIbKY CEepACUHBI PUTM
yuamaiucs, 2KD Oblu yke MOHOMOP(MHBIMHU € KyTIJIeTa-
MM, TpuruieTamMu U npodexkamu KT. XapakTepHoii
0COOCHHOCTBIO OBUIM IBYHAIIPaBICHHBIC XKETYIOIKO-
Bbl€ IKCTPACUCTOJIBI KaK KYIUIETbl. DJIeKTPOKapIuo-
rpaMMa B 12-KaHaJbHBIX OTBEACHUSIX, DXOKapIHO-
rpadusgs 1 DDOU naumeHTKH OBIIM HOPMAaJbHBIMU.
ApuTMus ObUTa MHOIYIMPOBAaHA BBEACHUEM TAllEHTKE
HM3KOI 10361 n3ornpotepeHoa (0,02 MKI/KT B MUH).

DTa KJIMHUYEeCKas KapTUHA OYeHb XapaKTepHa I
KaTexoJIJaMUHEePruuecKoi moaTuMopdHOM KeTyT09KO-
Boil Taxukapauu. OObSICHEHHWE OTHOCUTEIBbHO HOY-
HBIX 3MM30[I0B TaKXKe OBbLIO HAlIEHO, KOTIA MallMeHT-
Ka coobmmuaa o npuHatuu 0,125 Mr rucrammHa
cynbdaTta (aHTUXOJWMHEPTMUECKHUI TIperrapar) Iepen
CHOM JIJIsI CHSITUSI METeopu3Ma. X0JITepOBCKOE MOHU -
TOPUPOBaHNUE B HaJbHEHIIIEM HE peruCTPUPOBATIO Ha-
JINYME apUTMUU BO BPeMsI HOUHOTO CHa.

[MarmenTka 7 (puc. 3), KOTOpoit Teneps yxe 25 JieT,
UMeeT 3a ABYXJIETHIOI UCTOPUIO OONE3HU MPUOINU3U-
TesabHO 10 anu3010B 0OMopoka. OHM Bceraa mpoucxo-
JIAJIA BO BpeMsl (DU3NYECKOI aKTUBHOCTH WJIU SMOLIM-
OHAJIBHOI'O HATIPSIKEHWSI, W ITallieHTKAa OOBIYHO
MOJHOCTBIO Tepsijia co3HaHue. Eif ObLI MMILJTAHTUPO-
BaH nebUuOPUIISATOP U MPOBOAWIACH Tepanus Oera-
OJ0KaTOpaMu, B pe3yJibrate ObLIO 3aperuCTPUPOBAHO
TOJIBKO OHOKpaTHOE cpabaTbiBaHUE AeDUOPUILISITO-
pa. M3-3a ayTOCOMHO-IOMWHAHTHOTO THUIIA HACJIEIO-
BaHUS 3a00sieBaHUsI OEPEeMEHHOCTh €l CTpPOro He pe-
KoMmeHpoBanachk. Ilamuentsl 10 u 12 gBiasioTcsa ee
JIETbMU, HO HEM3BECTHO, €CTh JIM Y HUX 3TO 3a00JieBa-
Hue. OHM BCe ellle OCTaIoTCs 6€CCUMITTOMHBIMU U1 TT0-
Ka He 00C/Ieq0BaHbl MOJHOCTHIO.

CxeMa, mpeAcTaBlIeHHass Ha PUCYHKE 3, WLIIOCT-
pUpYyeT UCTOPUIO TIALIMEHTKM, MaTepU KOTOPO B MO~

POCTKOBOM Tiepuone (CM. puc. 3, MalMeHTKa 2) T0-
CTaBJIeH TOT XK€ MHUarHo3, 4to u ee goyepu. OT uUM-
TUTAHTAIIMY KapauoBepTepa-aeduopmuIsITopa oHa OT-
Kazajach, TaK Kak y Hee ObLJIO HEKOTOPOe yaydllIeHUe
CaMOYYBCTBUsS TIpM JieueHUU OeTa-Oymokaropamu. C
Bo3pacTa 9 J1eT y ee Opara (cM. puc. 3, mauMeHT 3) Tak-
JKe HaOMI0JaIrCh 3MU30[bl OOMOPOKOB, U POAUTEIN
BBIHYXII€HbI ObLIM 3a0paTh €ro M3 IIKOJIbl, OTOMY
YTO HEKOTOPbIE M3 OTHOKJIACCHWKOB WCITOJIB30BAIMN
9TOT (haKT B CBOMX MHTEpecax, TaK KaK OH TepsiI CO-
3HaHME, KOT/Ia OHU ITyrayu ero. OH Bceraa MpUXoaui
B cebsI BCKOpe ITocjie 0OMOpoKa, M 3TO MOIJIO TIPO-
M30MTU HECKOJIbKO pa3 JeHb, MO3TOMY CUUTAIOCh
MATKUM cirydaeM. OmHaKo oH yMmep B Bo3pacte 19 mer
rnocJjie oyepenHoro ooMopoka. Crapiiasi 104b Iaiu-
eHTKU (CM. puc. 3, TalreHTKa 5) yrajga B 0OMOpPOK BO
BpeMsl KaTaHUsI Ha KOHbKaX U IOJy4Yusa CEepbe3HOE
TMOBPEXIEHUE TOJJOBHOTO MO3ra. B To BpeMs oHa ObI-
Jla 6epeMeHHa 1 poauia nmauueHTta 11 (cm. puc. 3). B
aHaMHe3e y Hee OBIJIO 3aperucTpUpOBAHO HECKOJIBKO
3M130/I0B 0OMOPOKOB, HO 10 CMEPTHU HE OTMEYaaocCh
HUKaKoOi gokyMeHTUpoBaHHOI Ha OKI apurmuu.
JnarHo3 KaTexoJaMUHOBOU MOJIUMOPGHOI TaxuKap-
1Y ObLT, OTHAKO, ObLI TOCTAHOBJIEH, KOT/Ja y €€ AeTel
OBLI TTOATBEPXKICH 3TOT K€ TUarHO3.

IMauuentam 8 u 11 (cM. puc. 3) 6b110 8 1 9 J1eT co-
OTBETCTBEHHO, KOTZIa OHU OBUIM 00CJIeIOBaHBI (IIPO-
BOJIMJIMCH KOHTPOJIBHOE XOJITEPOBCKOE MOHUTOPUPO-
BaHWE U 3JIeKTpoKapauorpacdusi). ¥ HUX He ObLUIO B
aHaMHe3e 3MM30[0B MOTEePY CO3HAHUS, U OHU ObUIU
npakTUYecKu 310poBbl. Y manueHTta 11 (cMm. puc. 3)
MpY POXKIESHUM OblIa KIMHOOAKTUINA. Y 000uX neTeit
OblJTa HOpMaJIbHAsT JIEKTpOKapauorpaMMa, CHSATasi B
12 otBeneHusix. Bo BpeMs XO0JITEpOBCKOTO KOHTPOJIS B
TeueHue 24 4 y namueHTa 8 (cM. puc. 3) ObUIO 3aperu-
crpupoBano 122 KB, omnHako auarHo3 KITXKT oOnur
OYEHb BEPOSITCH M3-3a HAJIMYUS TAXUKAPAUU U XKeJTy-
MOYKOBOM OWMTEeMUHWM, a TaKKe BOCBMHU SIIM30I0B
nByHamnpasieHHbIx KIT2KT B omHOM 13 OTBeAeHMI.
Cxoxyto Mmopdonoruto umenu Bce anuzonsl KITXKT B
NBYX IPYTUX OTBeAeHMsIX. Y manueHTa 11 (cMm. puc. 3)
6bUTO B 00111e1 citoxkHOocTU 208 MoHOMOP(dHBIX KD BO
BpeMsI TaXWKapAuud ¢ OIHUM BMHU30I0M XKeJIya04YKO-
BOU TPUTEMWHMM W KBagpureMuHuu. HecMmotpsi Ha
HEXBaTKy KIMHUYECKUX CUMIITOMOB 1 HaJIU4us 00Jee
CJIOXKHOW TaxMapuUTMMU, o0a TalueHTa JeUnInuch oe-
Ta-0JI0KaTOpaMU U UM OBLIU UMILTAHTUPOBAHBI 1e(hU-
opwuigTopbl. O0a MmalyeHTa OTMeYaIu ciiydyau cpada-
TBIBaHUS OeDUOPMILISITOpAa, HECMOTPsS Ha BHICOKHE
JI03bI TTOJTy4aeMbIX 6eTa-0JI0KaTOPOB.

3anuch M XpaHEHUE HApYIICHWIA pUTMa B WM-
TMJIAaHTUPOBAHHBIX KapAUOCTUMYJISITOpax U aeduo-
PWUISITOpaX TPEIOCTaBIsSeT HOBBIE BO3MOXHOCTU
IIJIS YCTAaHOBJICHUSI apUTMUM, KOTOpasl MPEaIIeCTBYET
OCTaHOBKe cepjiia. Takue ammu301bl ObITN 3aperucT-
pupoBaHHbI y nareHToB 8 u 11 (puc. 4).
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nums. NMoNoXNUTENbHbIN
Holter, K/,

1
XKeHwuHa, 52 .,
BCC,
ymMepna BO Bpemsi
TaHua
2 3
XeHwwmHa, 62 1, 19-neTHuin
peunansmpylome MY>XUMHA,
0BMOpPOKM. peunavsmpyloLme
HopmanbHas 9KT, 06MOopoKM,
nonoxuTenbHbI Holter BCC
4 5 6 - !
HoBopoxgaeHHas aeBoyka.| 24-neTHsAs XeHLwyHa, 19-neTHas ~NIETHARA KEHLUWHA,
HacnencteeHHble peunansmpylome KEHLLUMHA, peuggrﬂivg%iﬁmwe
3aboneBaHus cepaua obmopokun, BCC BCC Nonoxutenbhsi Holter
8 9 10
17-neTHUIn MyX4uHa, 17-neTHAs XeHwmHa 3-neTHit
peunavsmpylome 6eccMnToMHas. MATTBUK
06Mopoku. MonoxnTens- OTpuuatensHbI GeCCMMHTOBI;HbIVI
HbIn Holter, K[, Holter
11
16-1eTHWI My>X4nHa, 12
peunansmpyloLmne 2-neTHuin
06MOPOKM, KNMHOAAKTN- Manb4uK,

6eCCUMMNTOMHBbI

Puc. 3. Cxema, Ha KOTOPOIi TpeJCTaB/ieHa CeMbsl C KIMHUYECKOM KapTUHOW KaTexoJlaMUHEepruueckoil moaumopdHoit

)KCJ'IyI[O‘-IKOB017[ TaxmukKapanm

Knmandeckoe mposiBIeHHE 3a00JieBaHUS HAIINX
MalMEHTOB OYEHb CXOXEe C TeM, KaK OIMUCBIBAIOT
KITXKT npyrue aBropsl [1, 5]. HenzBecTHO Ha KakoM
aTane XW3HU O00JIe3Hb MPOSIBUTCS KIMHUYECKU, HO
OOMOpPOKM W BHE3aITHas OCTaHOBKA Cepiala peaKko
BcTpeyvaroTcs A0 Bo3pacta 4 net [10]. 3ameTHa cBSI3b
MEXIYy KIWMHWYSCKUMU TIPOSIBICHUSIMUA U (pu3mdec-
KMM WM 3MOLIMOHAJIBbHBIM HampsDKEHUEM, KOTopas
ObLTa OYEeBMIHA B 3TOI CeMbe, KaK U B CEMbe, M-
craBieHHoii J. Fisher u coaBT., riie BpeMs OT BpeMeH!
npy 001IEeM BOJTHEHUM (HarpuMep BO BpeMsl HabJIio-
IeHus 3a ¢GpyTOONBHBIM MaT4eM) HECKOJIBKO WICHOB
CeMbHU Iajaau B 0OMOPOK.

[eHeTMYeCcKMiT aHAIN3 WICHOB 3TOM CEMBH BCE €I
HaxonuTcs B padote. Eciiu oH okaxkeTcst moJoKUTeb-
HBIM, OH OyIeT OYeHb ITOJIE3HBIM IIPU ITOCTAHOBKE
MPaBUJILHOIO ITMAarHo3a, OCOOEHHO Yy MaJIeHbKUX Je-
Teil, KOTOpble BCE €llle OCTAlOTCsl 0€CCUMITTOMHbBIMU.
HenaBnss cratbst D. Tester u coaBT. [23], compoBoOXK-
naemas nepenoBoii cratbeil I. Gussak [10], mpenocte-
perjia mMpoTUB UCITOIb30BaHUSI OMHON TOJBKO KIMHU-
YecKoil KapTUHBI Jj1s1 mocTaHoBKU auvarHo3a KITXKT.
M3 11 naumeHToB, y KOTOPbIX KIIMHUYECKHU OblIa 1ua-

rHoctupoBaHa KIIKT u npoBemeH reHeTuuecKuit
aHaJIU3, TOJIBKO Yy YeThIpex Oblia oOHapykeHa MyTa-
uus B rene RyR2. Tpu nmanueHTa uMenu MyTalliu, ac-
couuupoBaHHbIe ¢ cuHapoMoM Andersen—Tawil (AT),
¥ OIWH — ¢ yITMHeHHBIM O—T5 (LQTY5). Y Tpex mamu-
€HTOB He ObLJIO OOHAPYKEHO FeHEeTUYECKOM MyTallMu.
Hu y onHOrO 13 Tpex nmaiueHTOB He ObLI0 YIJITUHEHHO-
ro uHTepBajga Q—7T WM BBICOKOAMIUIMTYIHBIX BOJIH
U, kak 210 onucaHo npu cuHapome AT, u HU y OIHO-
ro M3 HUX He OBUIO MPEeXOISIIero Mapaanya MycKyJia-
TyphI, KaK OTMeJaeTcs Mpu 3ToM cuHapome. OmHako
OBUTIO OTMEUYEHO HAJIWYMEe KIMHOMAKTUINY Y TalleH-
Ta 11 (cM. puc. 3), KoTopas Oblla omucaHa Kak 0CO-
OeHHOCTB Ipu cuHapome AT.

Ecnu Taxukapaust He BbISIBIsSIETCS BO BpeMsl 24-ya-
copoit peructpauun DKI, MoXeT OBITH MOJE3HBIM
TecT ¢ (PU3NYECKOM HArpy3KOil. DTO TaKKe MoKa3biBa-
€T BaXXHOCTb JOTOUIHOTO U TLIATEIBbHOTO UCCIIEeN0Ba-
HUs JaXke HEKOTOPBIX HEBMHHBIX Ha MEPBbIN B3IJIS
KO cpenun 6onee yem 100 000 ymapoB B 24-yacoBoii
peructpaunu DKI u aHann3a nx 3Ha4YeHUs TIPU COTIO-
CTaBJIEHUHU C KIMHUYECKOU KapTUHOM (cM. puc. 3, na-
mueHTsl 8§ m 11). Ecau momo3peBaeTcs Hammune
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Puc. 5. ODKI'-u3ameHeHus1, 3apeTUCTPUPOBAHHbBIEC Y TTAIIMEHTKU C CUHIPOMOM «TaKOTCY0O»

KIIXKT, neyHanpaBiaeHHbIe 2KD SIBISIOTCS CYIIECTBEH-
HOM1 Mo/icKa3Koi Kapaunonory. OnmHaKo BaXHO MpoaHa-
JIM3UPOBATh MTOCIeA0BaTeIbHO KD B HECKOJIBKUX OT-
BEIIEHUsIX, TaK KakK JBYHarpaBieHHbIe KD B OTHUX
OTBEICHUS MOTYT OKa3aThCsI MOHOMOP(MHBIMHU B APYTHX.

Cayuaii 3. Preben Bjerregaard onuchiBaeT ele oauH
cIyJail M3 CBOETO HaOJIOMEHUsI, KOTOPBIN HATJISIIHO
MoKa3bIBaeT 3HAUMMOCTb TpaBubHOro aHanu3a JKI.

IlecTumecaTunByxieTHssa adpo-aMepuKaHCKast
JKEHIIMHA ¢ aTePOCKIJIEPO30M KOPOHAPHBIX apTepuii,
KOTOPOIi TpeMsI roJaM paHee ObIJIO TPOBeieHa KOPO-
Haporpadus 1 CTeHTUPOBaHME OrMbaroIIeii BETBU Jie-
BOM KOPOHApHOU apTepuu, MOCTYNUJIA B CTALMOHAP C
CUJIbHBIMU 00JISIMU B 00JIaCTU cepjlia, Uppaauupyo-
IIMMH B JIEBYIO PYKY, C XKaJJ00aMK Ha TOITHOTY 1 TOJIO-
BOKpYyXeHMe B TeueHUe 24 4. [locie mpruema HUTPO-
ravuepuHa u Tepanuu (O6eta-O010KaTopaMu) |y
HanneHTKY 0016 nucue3dna. CepaedHbie (hepMEeHTHI ObI-
JI1 HopMaJibHbI. Ha ajnekTpokapadorpamme mpu mo-
CTYIUICHUHU B CTAlIMOHAP OBLT 3apeTUCTPUPOBAH CUHY-
COBBIIl PUTM C MUHUMAJIbHOM MHBEpcUell BOJIHBI T B
orsenenusx Il, aVFu V-V, (puc. 5). B otBenenusx V;
u V, R-3yOubl OTCYTCTBOBAIM, U TOJbKO HAa HEKOTO-
PBIX 3JIEKTpOKapauorpaMMax OHM OBLIM e/IBa 3aMeT-
HbI, YTO Ka3aJ0Ch HECYILIECTBEHHON HaxonKoul. B Te-
yeHue nociaenywomux 48 4 MaludeHTKa OcCTaBajiach
0eCCUMNOTOMHON 1 TeMOAUHAMUYECKU CTAOUJIbHOM, a
Ha OKI ObU1H 3aperucTprupoBaHbl ApaMaTUIECKUE U3-
MEHEHMSI, TIPOSIBIISIIONINECS YIJIMHCHNEM WHTEpBajia
O—T v rnobanbHOM nHBepcueit BoaHbl T (puc. 5). I1a-
OUEHTKEe OBLIO TPOBEICHO 30HIMPOBAHUE, OTHAKO
cTteHo30B 0osiee 30% He OBIIO BBISIBICHO, HO HEOXM-
JTaHHO ObLIa OOHapyXeHa cepbe3Has TUChHYHKIINS Jie-
BOTO XeJIyaI0ouKa, MPOsBISIONIascsI TUITOKMHE30M aH-
TepoJsiaTepaabHOU U 3aaHeaAnadgparMaibHON CTEHOK U
CHIKeHMEM (ppaKIIuu BbIOpOCa JIEBOTO XKeaya0uKa 10

30%. YnuBUTEIbHOM HaX0AKOI KOpoHaporpaduu Obu1
OY€Hb MEJIJICHHbIN MOTOK B JIEBOU MepeIHe HUCXOIS-
meit aprepun. Bo Bpemst 30HIMpoOBaHNUs, KOIa BHYT-
PUKOPOHAPHO B MPaByld KOPOHAPHYIO apTepuio ObLI
BBEICH aIeHO3WH IJISI TOTO, YTOOBI OLIEHWTHh 3HAUYM-
TEJIbHOCTb CTEHO30B, y MAaLlMEHTKN B TE€YEHUE 5 ¢ Ha-
Omonanach GUOPUIISILIMS KETYT0YKOB.

DTOT ciydyali IeMOHCTPUPYET JIeKTpOKapauorpa-
duueckuii peHomeH. OgHAKO HEOOCTATOYHO SICHA
STUOJIOTUSI U DJIEKTPO(GU3NOTOTUUYECKUI KIIETOUHBIN
MexaHu3M usMeHeHuit Ha OKI. [urantckas uHBepcus
3youa 7' ¢ CyIIeCTBEHHBIM YIJIMHEHUEM WHTepBaja
O—T Habnonaiach y NallMEHTOB MOCJI€ UHTEHCUBHO-
IO 3MOIIMOHAJIBHOTO CTpecca, Cepbe3HBIX HApYIICHN-
SIX 3JICKTPOJIMTHOTO OajlaHca, MpPW WIIEMUN MUO-
Kapja, MHOTIa COIPOBOXIaeMOIl CTAHHUHTOM. B jmu-
TepaType Takue Ciayyad U3BECTHbI KaK CMHAPOM «Ta-
Kotcy0o». B 1990—1991 1T dgmoHcKMe YYCHBIC
H. Satoh u K. Dote onHUMM U3 MEPBBIX OMUCATIA HO-
BBII CHUHAPOM, XapaKTEePU3YIOIIUKCSA IOSIBICHUEM
TPAH3UTOPHOTO aKMHe3a B 00JIACTM BEPXYLIKM U Ha
CpelHEM YPOBHE JIEBOTO XXeJyI10YKa U TMIIEPKUHE3OM
0a3aJIbHBIX OTAEJOB MPU OTCYTCTBUY TeMOIMHAMUYE-
CKM 3HAYMMBIX CTEHO30B KOpPOHApHBEIX apTepuii. B
CBSI3M C TaKOW TUIIMYHO ITOBTOPSIOIICICS aHTMOKap-
nrorpadryecKoil U 3XoKapauorpauIecKoil KapT-
HaMM JaHHbBII cuHIpoM ObuUT Ha3BaH H. Satoh u ko:n-
JIeTaMHM KapIMOMUWOIIaTHEN «TaKOTCy0o» IT0 (hopMme
CTIEIIMAIBHOTO COCYIa C Y3KUM TOPJIBIIIIKOM W HEeIIIH -
POKMM JHOM, TPaAUIIMOHHO MpUMeHseMoro B fAmo-
HUM IIJIsI JIOBJIM OCBMUHOTOB.

B GosbIIMHCTBE cy4aeB 3TOT CUHAPOM BCTpeyaeT-
Cs Y KEHIIUH TI0CIe MEHOIIay3bl, M €My YacTo TIpel-
LIECTBYET CUJIBHOE IICUXOJIOTMYECKOE WM 3MOIIMO-
HaJlbHOE BOJIHEHUE. BDieKTpokapauorpaduueckue
M3MEHEHUS IIPU 3TOM BapbUPYIOT, OJHAKO ITOYTH BCe-
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IJla IPUCYTCTBYET TUTaHCKasl MHBepcus BoiaHbl 7. Ba-
30cMasM M KaTexoJaMMHOBas KapAuOTOKCUYHOCTH
OBUIN TIPEUTOXKEHBI KaK BO3MOXKHBIE TPUYNHBI 3Me-
HEHUI BOJAHBI T M OTNyLIEHUsT MUOKapaa, HO 9TO He
OKOHuYaTe/JbHO noka3aHo. B. Ibanez u J. Benezet-
Mazuecos [11] B HegaBHe mepeaoBoOii cTaThe odecTie-
YUJIA CWIBHBIMM apTyMEHTaMU TEOPHUIO0, OOBSICHSIIO-
IIYI0 CUHAPOM <«TaKOTCy0O» KaK <«IIpPepBaHHBIM
WHGpAPKT MUOKapaa» B pe3yjabraTe OCTPOro aTepo-
TpoM003a C OBICTPHIM U IOJHBIM JIM3UCOM TpOMOa.
OnHako HEOOXOIMMO MPOBECTU HAMHOTIO 0OJIbILIE UC-
clleOBaHMI, TIpeXae YeM OTU MHTEPECHBIE Ciiydau
CMOTYT OBITh ITOJTHOCTBIO OOBSICHEHBI.

3AKJIIOYEHUE

Cunnpom bpyrama, cMHIpPOM YIUIMHEHHOTO WH-
tepBana Q—7T, KarexolaMuHepruueckas IOJIUMOpd-
HasT JKeJIyIOYKOBasT TAXUKAPAUS M CHHIPOM «TaKOTCY-
00» SBISIOTCS 3a00JIeBAaHUSIMM, TIPY KOTOPHIX aHAIU3
OKI' kpaliHe BaxkeH ISl TTOCTAHOBKHU TPaBUJIBHOIO
IWarHO3a, W OH IJIaBHBIM 00pa3oM OCHOBBEIBAcTCS Ha
JMAHHBIX 3JIEKTPOKAPAMOrPAMMEBI.

Ciydan, KOTOpbIe MBI TIPEICTABWIM, ITOKa3allH,
Kak MH(pOpMaTUBHA dJIEKTpoKapauorpadus 1 Kak He-
o0bIyHas Haxonka Ha DKI MoxeT mpuBecTu K aua-
THOCTMKE HOBOTO 3a00jieBaHUS M TIOMOYb pas3raigaTh
TaifHy 0OMOPOKOB WJIM BHE3AITHOI CMEPTHU B HECKOJTb-
KMX MOKOJICHUSX OJHOW CEMBU.

J. Willis Hurst otmeTtut: «B HacTosi1iee Bpemsi rpe-
BOCXOIHOE 3HaHWE 3JIEKTpoKapauorpacdum Heo0Xo-
JIMMO U TeparieBTaM, U KapauoJjioraMm 0oJjiee 4eM B Ipe-
IBIIYIINEe BpeMeHa B UICTOPUU MEIUITAHBI».

TakuMm oOpa3oM, TMArHOCTUKA BhILIETIEPEUUCIICH -
HBIX KU3HEYTPOXKAIOIINX HAPYIICHUII pUTMa cepala,
a Takxke MpoduIakTuKa U CBOEBPEMEHHOE JIeYeHUE
TTOJTHOCTBIO 3aBUCAT OT CBOCBPEMEHHOTO U MPaBUJIb-
Horo aHanuza DKI. HecmoTpst Ha OypHOe pa3BuUTHE
HOBBIX TEXHOJIOTUI W METOIOB PETUCTPALIMU Cepaey-
Horo puTtMa, 3anuch DKI gaBnsercs Hauboee JOCTYIT-
HBIM, PYTUHHBIM M OTHOCUTEIHLHO HEIOPOTMM METO-
JIOM TUArHOCTUKH.

JUTEPATYPA

1. bBokepus, JI. A. Cunnpom Bpyrana — KIMHUKO-AMarHOCTUYECKUE
kputepuu u jedyenue / JI. A. Bokepus, A. Ill. PeBumiBuim,
W. B. IIponunyesa // AHHaibl aputmo. — 2005.— Ne 4, — C. 22.

2. Bokepus, E. JI. CemeitHas monuMopdHas Xelya04KoBast TaXu-
Kapausi: «uaeanbHblii asiekTpudeckuil youitua» /// E. JI. bBoke-
pust // Annanst aputmon. — 2005. — Ne 4. — C. 24.

3. Makapos, JI. M. KT B neauarpuu / JI. M. Makapos // M.:
Mennpakrtuka-M, 2006. — C. 328—332.

4. Benson, D. W. Catecholamine induced double tachycardia: Case
report in a child / D. W. Benson, J. J. Gallagher, R. Sterba et al. //
Pacing Clin. Electrophysiol. — 1980. — Vol. 3. — P. 96—103.

5. Bezzina, C. A single Na* channel mutation causing both long-
QT and Brugada syndromes / C. Bezzina, M. W. Veldkamp,

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

24.

25.

M. P. Van den Berg et al. // Circ. Res. — 1999. — Vol. 85. —
P. 1206—1213.

Dote, K. Myocardial stunning due to simultaneous multi-vessel
coronary spasms: A review of 5 cases / K. Dote, H. Sato, H. Ta-
teishi et al. // Cardiol. — 1991. — Vol. 21. — P. 203-214.

Eldar, M. Exercise-induced double (atrial and ventricular)
tachycardia: A report of three cases / M. Eldar, B. Belhassen,
H. Hod et al. // J. Am. Coll. Cardiol. — 1989. — Vol. 14. —
P. 1376—1381.

Fisher, J. D. Familial polymorphic ventricular arrhythmias.
A quarter century of successful medical treatment based on seri-
al exercise-pharmacologic testing / J. D. Fisher, D. Krikler,
K. A. Hallidie-Smith // Ibid. — 1999. — Vol. 34, Ne 7. —
P’ 2015-2022.

Goldberger, E. A simple indifferent, electrocardiographic elec-
trode of zero potential and a technique of obtaining augmented
unipolar, extremity leads / E. Goldberger // Am. Heart. — 1942. —
Vol. 23. — P. 483—492.

Gussak, 1. Molecular pathogenesis of catecholaminergic poly-
morphic ventricular tachycardia: Sex matters! / I. Gussak //
Heart Rhythm. — 2006. — Vol. 3. — P. 806—807.

Ibanez, B. Takotsubo syndrome: A Bayesian approach to inter-
preting its pathogenesis / B. Ibanez, J. Benezet-Mazuecos //
Mayo Clin. Proc. — 2006. — Vol. 81, Ne 6. — P. 732—735.

Inoko, M. Serial changes of the electrocardiogram during the
progression of subarachnoidal hemorrhage / M. Inoko, J. Na-
kashima, T. Haruna et al. // Circulation. — 2005. — Vol. 112. —
P. e331—e332.

Kacharava, A. G. QT changes associated with intracranial hem-
orrhage / A. G. Kacharava, A. Ahmed, D. L. Ware // Cardio-
vasc. Electrophysiol. — 2000. — Vol. 11. — P. 1181.

Leenhardt, A. Catecholaminergic polymorphic ventricular
tachycardia in children. A 7-year follow-up of 21 patients / A. Le-
enhardt, V. Lucet, I. Denjoy et al. // Circulation. — 1995. —
Vol. 91. — P. 1512—1519.

Myrianthefs, M. Exercise-induced ventricular arrhythmias
and sudden cardiac death in a family / M. Myrianthefs,
M. Cariolou, M. Eldar et al. // Chest. — 1997. — Vol. 111. —
P. 1130—1133.

Nam, G.-B. Cellular mechanisms underlying the development of
catecholaminergic ventricular tachycardia / G.-B. Nam, A. Bu-
rashnikov, C. Antzelevitch // Circulation. — 2005. — Vol. 111. —
P. 2727-2733.

Priori, S. G. The elusive link between LQT3 and Brugada syn-
drome. The role of flecainide challenge / S. G. Priori,
C. Napolitano, P. J. Schwartz et al. // Ibid. — 2000. —
Vol. 102. — P. 945-947.

Priori, S. G. Clinical and molecular characterization of patients
with catecholaminergic polymorphic ventricular tachycardia /
S. G. Priori, C. Napolitano, M. Memmi et al. // Ibid. — 2002. —
Vol. 106. — P. 69—74.

Rebeiz, A. G. A case of severe ischemia-induced QT prolongati-
on / A. G. Rebeiz, S. M. Al-Khatib // Clin. Cardiol. — 2001. —
Vol. 24. — P. 750.

Ro, A. S. A case of global T-wave inversions and impaired left
ventricular functioning following intense emotional distress /
A. S. Ro, J. Gellman // Ibid. — 2003. — Vol. 26. — P. 397.
Rosenmann, D. Transient left ventricular apical ballooning /
D. Rosenmann, J. Balkin, A. Butnaru et al. // Cardiology. —
2006. — Vol. 105. — P. 124—127.

Stern, S. Electrocardiogram. Still the cardiologist’s best friend /
S. Stern // Circulation. — 2006. — Vol. 113. — P. ¢753—e756.
Tester, D. J. Genotypic heterogeneity and phenotypic mimicry
among patients referred for catecholaminergic polymorphic vet-
ricular tachycardia genetic testing / D. J. Tester, P. Arya, M. Will
et al. // Heart Rhythm. — 2006. — Vol. 3. — P. 800—805.

Van Den Berg, M. P. Possible bradycardic mode of death and
successful pacemaker treatment in a large family with features of
long QT syndrome type 3 and Brugada syndrome / M. P. Van
Den Berg, A. A. M. Wilde, J. W. Viersma et al. // Cardiovasc.
Electrophysiol. — 2001. — Vol. 12. — P. 630—636.

Waller, A. G. A demonstration on man of electromotive changes
accompanying the heart’s beat / A. G. Waller // Physiol. — 1887. —
Vol. 8. — P. 229-234.



