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CUH/JIPOM YKOPOYEHHOI'O HHTEPBAJIA Q-T
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Hay4HbIli LEHTP cepaeyHOo-cocyancTon xmpyprum um. A. H. bakynesa (amp. — akagemmnk PAMH J1. A. Bokepwus)

PAMH, Mocksa

CBH3I> MEXIy U3MEHEHHBIM MHTepBajoM Q—T
U BHe3arHol cepaeuHoit cMepthio (BCC) us-
BeCTHa yxe 6osiee 50 JeT, HO JIMIIb HETaBHO CTaJIOo SIC-
HO, YTO HE TOJLKO yIIMHeHUe uHTepBana Q— 7T, HO u
€ro yKopoueHue MOXeT ObITh peaukropom BCC [26].
CunapoMm ymImHeHHOro nHTepBana Q— 7T — HacleacT-
BEHHOE 3a0oJieBaHME C MOBBIIIEHHBIM puckoM BCC
[3]. Panee cumTanoch, 4TO YKOpOYEeHHE WHTEpBaja
O—T o0yc/ioBJIEHO TUIEepKadblUeMued, U He ObLIO
JMAHHBIX, YKA3BIBAIOIINX Ha KOPPEIISIINIO MEXITY STHM
CUHIPOMOM U XM3HEYTPOXAIOIIUMU apUTMUSIMU [4].
M Tompko B 2000 I. MOSIBIJIMCH OIMMCAHUS OTHETBHBIX
CEMEMHBIX ClIyyaeB CBSI3U YKOPOYEHHOrOo MHTEpBajia
O—T n BCC y maumeHToB C MapoKcu3MaibHOU op-
Moit hpubpwLsiunu npeacepauii (PIT) [16].

JaHHBIN CUHAPOM OOBIYHO BO3HMUKAET Y MOJIOIBIX
JIIonei 6e3 COMyTCTBYIONIEH CepAeYHO-COCYIUCTOM Ma-

TOJIOTMIM 1 TIOBBIIIIAET PUCK pa3BuTus aputmuii u BCC.
IIpoBeneHHbIE TeHETUYECKUE U JIEKTPO(DU3NO0IOTUYE-
CKUe WCCIICAOBAHUS Yy MAIlMEHTOB ITOKA3aJid, 9TO CY-
LLIECTBYET CBSI3b YKOpPOUeHHOTro uHTepBaia Q— 17T ¢ My-
TalMeil B TeHaX, OTBEYAIOIINX 32 QYHKIIMOHNPOBAHNE
KajueBbIX KaHasioB. [Ipy ycKopeHUM ToKa Kalvs 4yepe3
JaHHBIC KaHAJIBI IIPOUCXOAUT YKOpOUeHUE pedpakTep-
HOTO NepHOaa, YTO IOBBIIIAET PUCK BO3HUKHOBEHUS
OTI1 u/vmm pudpusiy kenynodkon (DK).
IlepBoe mccienoBaHMe, MOCBAIICHHOE CUHIPOMY
yKopoueHHoro uHtepBaia Q— T (short Q— T syndrome —
SQTS), nposenu B 1993 1. A. Algra u coanr. [4]. B uc-
cllenoBaHMe ObUTM BKITIOUEHBI 6693 marueHTa, KOTO-
phle HaOJIIoAaIUCh B TeUeHUE ABYX JIET. BceM 00JIbHBIM
MPOBOIMIOCH XOATEPOBCKOe MOHUTOpUpoBaHue DKI.
Hccnenyembie ObLIN pa3ae/ieHBl Ha IBE TPYIIIIEL: B ITep-
BYIO I'DYIMITY BOILIM MAlMEHThl C KOPPUTUPOBAHHBIM
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uHtepBasioM O—T (Q—Tc) meHee 400 Mc, BO BTOPYIO
rpynmy — ¢ Q—17c ot 400 mo 440 mc. Ilpu cpaBHEHUN
4yacToThl BO3HUKHOBeHMST BCC ObLI0 BHISBIEHO, UTO B
TIepBOM TPYIIINE IMAIlMEHTOB OHa ObLTa B 2,4 pa3a BBIIIC,
YyeM BO BTOPOI1, M JaxXe BhIlIe, YeM Y 00JIbHbIX ¢ O— Tt
ooitee 440 Mc. DTH JaHHBIE TTO3BOJIMIIN CIEJIATh BBIBOLL
0 TOM, UTO YKOpoueHue uHTepBasa J— T urpaet orpe-
JIeJICHHYIO POJIb B BOSHUKHOBCHHMH WAMOIMATUICCKUX
KeJryaoukoBbIX Taxukapauit (2KT).

B 1995 1. L. Fei u A. Camm npu npoBeAeHUU XOJTe-
POBCKOTO MOHUTOPUPOBAHUS TOJYIMIIN TaHHBIS, TOKa-
3pIBalOIllMe, YTO yKOpoueHue uHTepBaia Q—71 MOXeT
WTpaTh 3HAYUTEIBHYIO POJIb B BOBHUKHOBCHUY UIHMOIIA-
tnueckoit 2KT. Ouu o6Hapyxuiau 60 3MM3010B MOHO-
mopdHoit KT y 10 mammmentoB ¢ SQTS. Ananus tpex
nocjeaoBaTebHbIX UHTepBaoB J— 7 HEMoCpeaCTBEeH-
Ho nepen HadamoM KT 1moKasai, 9To OHM CYIIECTBEHHO
Kopoue, YeM MHTepBajibl 3a 40 MUH 10 BOSHUKHOBEHUS
KT mpu T0OI4 ke yacToTe cepaeuHbIx cokpameHnit YCC
(342 £ 34 mc potuB 353 + 35 mc; p< 0,001). Ykopoue-
Hue uHTepBana 0— 7110 cpaBHEHMIO ¢ UHTepBaioM O—T
3a 40 muH go KT Ob1o 3aperncTpupoBaHo B 45 u3
60 (75%) cnyuaeB. Ykopouenue uHTepBaaa Q— T 00bsic-
HSUUIOCh BHE3aITHBIM YTHETEHHUEM I1apacHUMIIaTUYeCKO
HEpBHOM CHUCTeMBI. BBUIO BBISIBIIEHO, YTO YMEHBIICHIE
npoaoKkuTeIbHOCT Q— T UrpaeT BaXXHYIO pOJib B Tia-
tToreHese uauomnaruyeckoit KT [10].

Onpeaene}me 1 TEPMHHOJIOTUA

Jto60it KAMHUYECKUI CUHIPOM TPEACTaBISIET CO-
00if couyeTaHue IPU3HAKOB U CHUMIITOMOB, KOTOpHIE
BO3HMKAIOT BMECTE 1 XapaKTePU3YIOT Ty WJIM UHYIO aHO-
Manuoo. B 310l cBI3M cuHIpoM ykopoueHHoro Q—T
JIy4IIie BCETO OINpPEIeTUTh KaK HaCJIEACTBEHHYIO 3JIeKT-
pUYeCKyI0 00JIe3Hb Cepilla, KOTOpasl XapaKTepH3yeTCs
YKOPOYEHHBIM MHTepBajioM O—T M MapOKCH3MaTbHBI-
MM TaXMapUTMHSAMU KaK Pe3yJIbTaToM YCKOPEHHOM pe-
ToJISIpU3alli MUoKapna (Mpencepauii U Xeaya0uyKoB)
BCJICICTBUE BPOXKICHHBIX CEpICYHBIX KAHAJIOTIATHIA.

XOTSl 10 CUX IIOp BEAyTCS OUCKYCCUM O BEepXHEM
rpaHuIle HOpMBI nHTepBaia Q— T, KOppUTHPOBAHHBIN
uHtepBan Q— T 6omee 450 Mc y MmyxxunH 1 6osee 460 Mc
Y KEHIIWH TIPUHSATO CYMTATh YIJIWHEHHBIM. LIndph
IUJISI HUKHE TpaHUIIBl HOPMBI TIpUBOISITCS peako. Ha
OCHOBaHUM JaHHbIX ucciaeaoBaHus P. M. Rautaharju
u coaBnT. [23], 1. Gussak u coaBr. [15], yKOpoUeHHBIM
uHtepBaioM Q—T cuutaercst OQ—T MeHee 320 mc. Bo
BCEX ONMyOJIMKOBAHHBIX Ha CETOMHSIITHUN IeHb CTaTh-
SIX O CUHAPOME YKOpOYeHHOro uHTepBasia O—T nua-
rHo3 SQTS 6bUT OCHOBaH Ha 3apETUCTPUPOBAHHOM Ha
AKI npu HopManbHoit HCC untepBane Q—7T He 60-
Jgee 320 Mc, OomHAKO MO MOCJAEAHUM JaHHBIM IIpU
SQTS untepBan Q—T moxeT ObITH 6onee 320 mc [5].
HNurepBan O—T TpaAULIMOHHO KOPPUTUPYETCS C Yac-
TOTOM CEpACUYHBIX COKpallleHUi1, a Y 60nbHBIX ¢ SQTS
npu uaMeHeHun YCC untepBan Q—T u3MeHsieTcs

muHuManbHo. KoppurupoBanHselii untepBan Q—7T
(paccunTtbiBaeMbIii TIo (popmyine Bazett) mas mocra-
HoBKM auarHo3a SQTS cienyeT onpenesiTe Mpy yac-
TOTE CepACUYHBIX coKpaleHnit MeHee 100 ymn/MuH. D10
0COOEHHO BaKHO P IMAarHOCTUKE JAHHOTO CHHAPO-
Ma y JeTeil, TaK KaK Yy HUX JaXe B COCTOSSHUM MOKOS
Haomonaercs 6onee Beicokass YCC [10].

HaciencrBennocts

Beutn omycaHbl TPU OCHOBHBIX T€HETUUYECKUX Ba-
pUaHTa CHHApPOMa YKOpPOYeHHOro mHrepBasa Q—7T.
Bce oHM cBSI3aHBI C MyTallMSIMM T€HOB KaJIMEBBIX Ka-
HayoB. OMHAKO MPHW CHHIPOME YIJIMHEHHOTO MHTEp-
Bajia Q— 7 MyTauMu NPUBOIAT K oTepe HYHKIUU Ka-
JueBoro kaHana, a npu SQTS — K yCKOpeHHOMY TOKY
MOHOB Kajiis 4yepe3 KaJlueBble KaHaJIbl, UTO, B CBOIO
odepelb, BEI3BIBACT YKOPOUCHHME TTPOIOJLKUTETEHOCTH
MnoTeHuuana aeicreus [26].

CuHIpOM YKOpOoUYeHHOTro uHTepBaja Q— 7 nmepBoro
THIa 00ycoBiieH MyTarusimMu B rene KCNH2 (HERG),
STOT T€H TaKXXe OTBeYaeT 3a CUHAPOM YUIMHEHHOTO
nHtepBana Q—7T Broporo tuma. Ilpy reHeTMyeckKoMm
ckpuHuHre aByx cemeii ¢ SQTS u BCC Obuin BbISIB-
JIEHBI JBe pa3UYHble MUcceHc-MyTauun Ha KCNH2,
MPUBOASIIME K 3aMEHE OJHOW aMMHOKHCIOTHI B
I,,-xaHane [8]. ¥ wieHOB OZHOM ceMbU BBISBIEHA
MMCCEHC-MYyTalllsl ¢ 3aMEHOM 1IMTO3MHA HA TYaHUIUH
B HykJeotune 1764 rena KCNH2, y uieHOB BTOpOi —
LIMTO3WH 3aMEHEH Ha aJeHO3UH B TOM XK€ HYKJICOTHUIIE.
O06e MmyTalMy WHAYLMPOBAIU 3aMeHy acliaparvHa B
KomoHe 588 ¢ MoI0XUTETbHO 3aps>KeHHBIM JIM3MHOM
(KCNH2-N588K).

CuHapoM yKopodeHHOTro nHTepBaia Q— T BTOporo
Tuna odycnonieH mytauueit V141M B cermenTe S1 re-
Ha KCNQ1 v BiepBbie OB IMAarHOCTUPOBAH Y HOBO-
POXIEHHOIo, Y KOTOPOro Iocjie POAOB pa3BUJIaCh
Opamukapanst M HeperyasipHbelii put™ [17]. Ha DKT
pebeHka OblIa 3auKcupoBaHa QUOPUILISLIMS TIpE-
cepauii ¢ MEIUICHHBIM XeJTyIOYKOBBIM OTBETOM U KO-
potkuit untepBan Q—1T.

CuHapoM yKopodeHHOTO nHTepBania 0— T TpeThero
Ttuma obl1 onucaH S. G. Priori u coaBt. [22] B 2005 1
cBsI3aH ¢ myTauueil B rene KCNJ2, kogupytomuMm oe-
JoK Kir 2.1, KoTophlii TakKe BOBJIEYEH B CUHIPOM AH-
nepceHa—TaBuna. Y IByX WieHOB OJHOI ceMbu ObLIa
3ameHa G514A B rene KCNJ2, KOTOpbIii MHAYLIMPO-
BaJl 3aMEHY acIlaparMHOBOM KMCJIOTHI Ha acriaparuH B
mojoxxeHuu 172 (D172N). [Ipu maHHO MyTaluu OT-
MEUeH 3HAUYMTEJbHBI POCT BHEIIHEro TOKa yepe3
I, ,-kaHai (Ta6u. 1) [22].

JnarHocTuka

Jwuardoctuka SQTS mpou3BOgUTCS ¢ MOMOILIBIO
n3mepeHus unteppajia 0—7T B 12 orBeneHusix Ha OKI.
IIpu wuntepBane Q—7Tc MeHee 350 MC HeoOXOOMMO
MPOBOAUTE T GepeHINATBHYIO THAarHOCTUKY, B TOM



OB30PbI 25

Tabnauma 1
T'eneTuka u MosekyJsipubie Mexanu3mbl SQTS
Tun 3aMeHa OCHOBaHUIA 3aMeHa
Yucno nauueHroB | Murepsan Q—17c, Mc Kanan
SQTS Ha HYKJIEOTH]IE aMUHOKUCJIOT
1 3 286 = 16 HERG (Iy,) C1764A N588K
1 3 286 + 16 HERG (Iy,) C1764G N588K
2 1 302 KvLQTI (Ig,) G919C V307L
3 2 315-320 KCNJ2 (Ig)) G514A D172N
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yucie co BTopudyHbiM SQTS. Tak, ObUTO TTPOBEAECHO
HCClIeI0BaHUe, TI0 JAHHBIM KOTOPOTO CPeIHSIS IIMHA
uHrepBana Q—T coctaBuna 287 + 18 Mc y OONBHBIX C
SQTS. ¥V naHHBIX NALIMEHTOB PETPOCIIEKTUBHLIN aHAa-
Ju3 Bcex umetomuxcsa OKI, omucaHHBIX B pa3HOM
BO3pacTe, IToKasa, 4rto uHTepBaa Q— 71y HUX Bcerna
ObLT KOpOTKUM (puc. 1).

Cpeny IpuU3HAKOB JaHHOTO CTHAPOMA MOXHO BBI-
JIEJUTh KOPOTKUiIl cerMeHT ST WiIn ero oTCyTCTBUE;
a TaKKe clydad, Korga 3yoelr 7 aBisieTcsl MpoaoJKe-

Huem 3ybua S. Y 6oabHbiXx ¢ SQTS nepBoro Tuna 3y-
Oeu; T B rpyIHBIX OTBEAECHUSIX YACTO BHICOKUM, Y3KUI
U CUMMETPUYHBIA (CM. puc. 1), 4TO yKa3bIBaeT Ha yc-
KOpEHHE TPAaHCMYPAJIBHOTO PacCIIpOCTPaHEHUS PeIo-
JISIpU3alu 1o MUokapay Xeaymnoukos [9, 11]. Ilpu
SQTS Broporo tuma 3y61sl 7' CHMMETPUYHBI, HO HE
BBICOKHME U y3KHe, Kak nipu SQTS nepsoro tuna [6], a
y mareHToB ¢ SQTS Tperhero Tuma 3yderr 7 HeCUM-
METPUYEH 1 UMeeT 0oJjiee MeIJIEHHBIM IToabeM U ObIC-
TphIi ciyck (puc. 2) [5].
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Puc. 3. Bzaumocssa3s Mexay QTpV3 u UHCC

@uznonorndecku nHTepBa Q— 7T yKOpadynBaeTCs
C YBEJIMYEHUWEM YaCTOTHI CEPACYHBIX COKpaIlCHUI
[23]. ¥V 6onbHBIX ¢ SQTS m3menenne nntepBana Q—7T
HE 3HAYUTEIbHO U TPOSBISETCS TOJBKO MPHU YBEIM-
YEHHOI YacTOTe CepeYHbIX coKpaieHwuii [14]. B uc-
cnegoBaHuu R. Schimpf u coaBt. [24] nmpoBoauioch
usyyeHue 3aBucumoctu uHTepBaia O—T ot YCC B
TpeX rpylnax nmauueHToB. B mepByio rpymnmy BOIUIH
MaIMEHThl C HOPMaJbHBIM UHTepBajioM Q— 7, BO BTO-
pyio — ¢ SQTS, B tpethio — ¢ SQTS u npuHUMalome
XUHUAUH B 103e 1000 MT B CyTKM.

BrisgcHuoch, 4To nHTEpBai oT Q 1o nuka 3yona 7'
B otBeneHuun V3 (QTpV3) cnabo koppenupyer ¢ HCCy
MTAIIeHTOB BTOPOM TPYIIITBI, B TO BpeMSI KaK B IIePBOii
u TpeTbelt rpynne cBsa3b Mexay QTpV3 u UCC 6biia
JTHeiHoH (puc. 3).

Tak, HanpuMmep, y onHoro 6osabHoro ¢ SQTS (cro-
pannueckuii ciaydait) uatepsain Q—7c nipu YCC, pas-
Hoit 40 yn/muH, coctaBmi 292 Mc, ipu YCC, paBHOit
70 yn/mMuH, — 324 mc, a mpu YCC 6Goiee 85 ya/MuH
uHTtepBan Q—T¢ ObIT HOpMaJIbHBIM [23].

¥ nByx naneHToK ¢ SQTS npu usyyeHuu coot-
HomeHuss Mexny YCC u untepBaniom QTpV3 Ha
dbone nmpuema xuHuaMHA B mo3e 1000 Mr/cyt oTme-
YEeHO BOCCTAHOBJICHUE JTMHEWHON 3aBUCHMOCTH MEX-
ny YCC u unrepBasiom Q—T [12].

JneKTpopu3N0NI0OrHIeCcKHe JaHHbIE

BocbMu maumeHTaM ¢ KOPOTKUM MHTepBaioM Q—T
ObUIa IIpOBeAcHA ITPOTPaMMHPOBAHHAS CTUMYJISIIIUS
Npeacepanit v xkeaynodukos [14, 22]. Y ogHoro namumeH-
Ta 3¢ GEeKTUBHBIN pedpakTepHblii iepuon (DPII) xe-
JIyI0YKOB ObLT MeHee 180 MC 1 apuTMUU HE UHIYLIUPO-
BaJIACh. Y OCTAJIbHBIX CEMH MALIMEHTOB OB OIIpeneIcH
OPII npencepauii v XKeJayoqouykoB. Y 5 U3 8§ MalMeHTOB
DPII npencepauii coctau ot 120 10 160 Mc, n'y 2 ma-
HKeHToB Obl1a Bhi3BaHa PII. Db dekTuBHBII pedpak-
TEpPHBI MEepuoJ aTpUOBEHTPUKYJsipHOro (AB) ys3na
OBLI ompezaeseH y 2 MalMeHTOB U cocTaBua oT 210 mo
440 mc. Db dexTuBHBIN pedpakTepHBIl TEPUON KeTy-

JTOYKOB OBUT 3HAYMTEJILHO YKOPOUCHHBIM M YCTONUM-
BBIM y Bcex 7 00ombHBIX (130—140 Mc). ®ubdpuiutsaums
KeJTyIOYKOB ObIa MHAYLIMPOBAaHA Y 5 MAIlIMEHTOB K MO-
HoMmopdHas KT (¢ mmrenpHOCTRIO TTMKIa 150 Mc) —
y ogHoro 6onbHoro. B uccnenmoBanusax F Gaita u
coaBT. [11] y 3 maumeHTOB Py ITOCTAHOBKE KaTeTepa B
KeNTyIouKy Oblia MHIynupoBaHa MK 6e3 CTUMYIISIIN.

R. Schimpf u coast. [24] npoBenu 3nekTpoduszno-
snornyeckoe ucciaegosanne (DP®U) 11 mammeHTOB.
ITpu mporpaMMHpPOBAaHHON CTUMYJISIIINU TIpEICEepaNiA
M KeJTyJ0YKOB BBISICHUIIOCH, uTo DPII npencepanii u
XeyA0UKOB ObUTM O4eHb KopoTkumu (DPIT IIIT —
141 + 18 Mmc u DPIT ITK — 147 £ 18 mc). Y OONbIIMH-
cTBa 3TUX naueHToB (y 10 u3 11) 661K UHAYLIMPOBA-
HbI KT, ByacTHOCTH TpeneTaHue U GUOPUIIISIINAS XKe-
JynouykoB. CeayeT OTMETUTD, YTO Y TPeX MaIlMEHTOB
®OX mHoyumpoBaiach IIpU MaHUITYJISIIASIX 3JIEKTPO-
namu, XoTs1 MexaHudyeckre KT Bo3HMKAIOT BO BpeMs
O®U oueHs penko. Mexanmdeckas ®XK y 3 u3 5 ma-
LIMEHTOB 3aC/TyXXMBaeT BHUMaHUS 1 YKa3bIBaeT Ha I10-
BBIIICHHYIO BO30YIMMOCTb M YSI3BUMOCTb MHOKapia
KEJTYI0UYKOB.

Muddepennuanbaas AMArHOCTHKA

HuddepeHuuanbHyto nuarHoctuky SQTS ciaenyer
IIPOBOIUTH C APYTUMU IMPUINHAMHA, IPUBOMSIINMU K
o0paTUMOMY YKOpoueHMI0 uHTepBaja Q—7T, Takumu
Kak TUTEepKaJveMusi, Tunepkaibiimemus [21], amu-
03, OTpaBJieHUE IperapaTaMyd HamepCTIHKU U TH-
neprepMusi. Kpome TOro, TopMOHEI CTpecca, TaKHe
KaK alleTUIXOJIMH 1 KaTeX0JIaAMUHBI MJIM TECTOCTEPOH,
TaKKe MOTYT OBITh IPUYMHOM YKOPOUSHUS MHTEpBaja
0-T119, 27]. Takum obpa3oM, IJIs ITOCTAHOBKM AUa-
rHo3a SQTS HeoOX0AMMO YYUTHIBATh HE TOJBKO K-
Hy uHTepBasia 0— 7, HO aHaMHe3 3a00JIeBaHUSI, KJI-
HU4yeckue mposiiaeHus, gaHHble DKI' (Mopdosoruio
gyoua 7. Poimr D®U B cTpatudukanun pucka BCC
He yCTaHOBJICHA.

Knnaugeckune nmposisieHus
U KIMHAYEeCKOoe TedeHHe

B nurepatype onmcano He MHoro ciayd4aeB SQTS,
BCsT MHGOpMAIIMs OCHOBaHA Ha HAOJTIOIECHU TIpUMep-
Ho 30 mamumeHTOB. Y Bcex mammeHToB Q—7T¢ cocTaB-
Jst1 MeHee 320 Mc U ObLJIM MCKJIIOYEHBI COIMYTCTBYIO-
mue 3aboJieBaHUS cepAlia. B Tabmmie 2 mpeacrasiie-
HBI ceMeliHbIe 1 ciopaanyeckue caydau SQTS.

Camoe 0oJibIlIOe McClieloBaHMe BKIoYano 29 na-
mueHToB ¢ SQTS [13], cpeau HuX 25 IpUHAMIEKaTU K
BocbMU ceMbsiM ¢ SQTS u 4 ciryyast 6bUIM OTHECEHBI K
cnopaanyeckuM. JInbo B ceMbe, TMOO y caMUX IMallk-
eHToB umesa Mmecto BCC B aHaMHe3e 1y MpeaoTBpa-
meHHass BCC 1 moKyMeHTUpPOBaHHBII CUHIPOM YKO-
poueHHoro uHtepBajga Q—7T Ha moBepXxHocTHOU DKI.
INepBoiM kMMHMYecKUM miposiBaecHueM SQTS y Tpetun
nanyeHToB 6b1a BCC. Oubpuisaims npeacepauia
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Tab6auma 2
Cewmeiinble u cnopaaudeckue ciaydan SQTS
ABTOp U rof Hiﬁg;fg]} Mon sQTs | BCC IMpenotspaiuerHas | @y O-T, YCC, 0-Tc,
HCCIeJOBaHUA er ’ BCC MC yI/MUH MC
I. Gussak u coaBr., 37 X + + - - 266 52 248
2002 [15] 84 M + — — + — — —
51 X + — — + 260 74 289
21 M — — — + 272 58 267
17 X + — - + 280 69 300
F. Gaita u coasr., 35 M + — — + 280 52 261
2004 [11] 31 X + — — - 220 96 278
6 M + —  + (BBO3pacte § Mec)  — 260 92 322
3 mec — — + - - — - —
39 M - + - - — - —
49 X - + — — — - —
? X — + - - — — —
39 X - + - - — - —
67 X + — — + 270 72 324
15 M + — — - 260 80 300
40 X + — — - 240 75 268
45 X — + — — — — —
62 X + + — + 310 85 369
26 M - + — — — — —
R. Brugada u coasr., 51 M + + — — — 288
2004 [8] 50 M + — - — — - 293
S. G. Priori u coasr., 5 X + — — — — — 315
2005 [22] 35 M + — - — — - 320
Anttonen U COaBT. 19 M + — — - 280 — 313
55 M + — — - 310 - 307
79 M + — + — 280 - 307
Riera u coaBr. 27 — - - - + 320 - 315
Maury u coasT. 15 M + - + - 283 - 340
? M + — + — <300 - 310-335
? M + — — - 320 - 330-335
? X + — — —  300-320 - 365
Kirilmazu coasr. 20 M + — — + 300 54 <340
K. Hong u coasr., HoBopoxa. X + - — + 280 — —
2005 [8]
P. Bjerregaard, 13 M + — + — 300 65 325
1. Gussak, 2004 [7] 15 X + — - - 310 73 377
38 X + — — - 335 59 332
56 X + — — - 324 68 345
21 M + — + - 299 70 322
60 M + — — - 340 54 323
25 X + — — - 330 81 383

TaKKe 9acTO BCTpeYajach y MOJIOABIX ITAIlMEHTOB W
ObLIa CBsI3aHa C YKOPOYeHUEM pedpaKTepHOro mepu-
ona npeacepauii. CHHKOIIE He YaCTO BCTPEUYaIoCh Kak
nepsbiii pusHak SQTS (14%). BospacT manueHTOB
BapbupoBaj OT 4 Mec 10 62 JeT.

Jlegenne

Meouxamenmosnoe aeuenue

HecMmoTpst Ha MOCTUTHYTBII MpoTrpecc B MOHMMa-
HUM reHeTuyeckux ocHoB SQTS, 0 KIIMHUYECKUX UC-
XxoJax U 0 HauboJjee MOAXOAAIINX METOomaX JCYEHUS

MalMeHTOB C 3TUM 3a00JIeBaHUEM W3BECTHO ropasio
MeHbIne. C 1eTbIo0 UCIIPAaBUTh 3JIEKTPOPU3NOIOTHYC-
CKMe OTKJIOHEHUSI ObUIM MCITOJIb30BaHbl pa3IMYHbIE
anTrapuTMmudeckue npenapathl. F. Gaita 1 coaBT. [12]
WCIIOJIb30BaIu (hJeKauHUA, UOYTUIIUI, COTANON U XU-
HUAWH Yy IIeCTH ManreHToB. PIeKanHUA HECKOJIBKO
yBeqnuuBaa uHTepBal Q—7, B OCHOBHOM 3a CUeT
yimpeHus: Komruiekca QRS. UoyTunua u cotanon He
MeHsaau uHtepBan Q—7. A TIpu UCNIONb30BAHUU XU-
HUIMHA HOpMau30BaIuCh: uHTepBan Q—7T, Mmopdo-
norust 3youa 7, DPII xenynoukoB — U He UHAYLIMPO-
Basrach @K (Tabim. 3, puc. 4).
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Tabnuuma 3
BinsiHre aHTHAPUTMHYECKHX MPENAPATOB HA CEPACUYHYIO IEATEIbHOCTD Y 00JbHBIX ¢ SQTS
Cembs | IMammeHnt Bospact Ipenapar Ho3za Put™m 4ycc ORS, | O-T. | O-Tc, [Q-T/0-Tp,

(y1et), mos MC MC MC %

IMepsast 1 35, M — — CuHYCOBBI 66 80 270 283 68
To xe To xe ®nekanHun 2 MT/KT To xe 62 90 300 305 74

« « X 100 mr « 60 100 320 320 78

« « Coranon 80 mMr « 63 80 260 266 65

« « Noytunun 1 mr/kr « 60 80 290 290 71

« « XUHUIUH 250 mr X 60 100 380 380 93

2 31, K — — « 89 80 250 290 71

To xe To xe ®dnekaHua 2 MI/KT « 80 90 240 277 66

« « « 100 mr « 83 100 240 282 67

« « Coraon 80 mr « 63 80 280 287 70

« « Uoytunun 1 mr/kr « 67 80 280 296 71
« « XUHUIUH 250 mr « 85 100 360 428 102

3 6, M — — « 76 70 250 281 67

3 To xe Coranon - « - - - - -

« « daexarHU 25 mr « 68 90 280 298 72

« « XVHUAVH - « — — _ _ _

Bropas 4 67, XK — - « 72 120 270 296 71
To xe To xe ®dnekauHug 2 Mr /KT « 73 150 320 350 84
« « XUHUAVH 500 mr « 83 120 370 435 103

5 40, K — - « 72 100 280 307 73

To xe To xe Coranon 50 mr « 81 100 260 302 72

« « XUHUAUH 500 mr « 66 100 380 380 96

6 15, K — — « 66 85 260 273 66

« « XVHUAVH 500 mr « 95 100 320 403 95

C. Wolpert 1 coaBT. MoKa3aau, 4TO MyTallMsl TeHa
N588K cHIKkaeT 3(h(eKTUBHOCTD OJIOKMPOBAHMS Ka-
Hana [, xuHunuHOM B 5,8 pasa, a 3hPeKTUBHOCTD CO-
tajgosna — B 20 pa3 [27]. Apyrue aHTUAPUTMUYECKUE
npenapaThl TakKe OBLIM MCIBITAaHbl KIMHUYECKU:
nponiacdheHoH nomansietr A1, HO He yIUTUHSIET UHTEP-
Ban Q—T'[18], aMromapoH UCHOIb30BaCs 151 TOJaB-
seHus nonmumopdHoit KT y manuentos ¢ SQTS ¢ He-
U3BECTHLIM reHoTturioMm [24]. Ucnonb3oBaHue IU30-
MUpaMuaa y JBYX IAlMEHTOB ITOKA3ajo YIITMHEHUE
nHtepBana O—7 n OPII.

OcCHOBHbIE OTrpaHMYEHMS BHILIEOTTMCAHHBIX UCCIIC-
NOBaHUIA:

1) HeOOoIbIIOE YHUC/IO MALIMEHTOB;

2) B MICCIemOBaHUS OBLIM BKJTIOUEHBI MMAIIUEHTHI C
SQTS nepBoro Tuma, 1 HEM3BECTHO, KaKoil a(pdekT
OKa3bIBAIOT 3T Mpenaparsl Ha nauueHToB ¢ SQTS
BTOPOTO U TPETHETO TUIIA;

3) HEMOCTAaTOYHO JAHHBIX 00 YMEHBIIIEHUU SMU30-
OB apUTMMI Ha (hOHE JICUCHMUSI.

TakuM 0Opa3oM, OOIIENPUHSTHIC TTPUHITUIIBI Jie-
yeHusd maureHToB ¢ SQTS He ompeneneHbl. Y maum-
eHToB ¢ SQTS nepBoro TMNa XMHUAWH WU IU30MH-
paMu 3(h(HEKTUBHO MOIABIISIOT apUTMHUN, HO HEU3-
BeCTHa UX 3(PHEKTUBHOCTH MPU TOJITOCPOYHOU TpO-
dmmakTuke BCC.

Hmnaanmauus
Kapouoeepmepa-oepuopuiiamopa

Ha ceromHsaimHuii aeHb oOcliemoBaHbI OKOJIO
30 maumreHToB ¢ SQTS, ¥ ONBIT MOKa3bIBAET, YTO MPU
3TOM 3a00JIeBaHUU OTMEYACTCSI BBICOKAsi CMEPTHOCTh

u3-3a pucka BosHUKHOBeHUs KT. [TosTomy B 1iesax
MIepBUYHOM W BTOpUYHON mpodmraktnku BCC um-
MJIaHTUpYyeMble KapAUOBEPTEPHI-AePUOPUIISITOPbI
SBJIAIOTCS Tepanuei Beioopa. BocbMu GOJTbHBIM UM-
mnantupoBad KBJI [7, 24], y deTblpex HaOJoganach
TUTIEPYYBCTBUTEILHOCTD 3yOna 7, dYTO MPUBOIUIIO K
paspsamy. DToT ¢akT oObICHSIETCS TeM, 4To 3yber 7'
BBICOKMI. MI3MeHeHne TTapaMeTpOB YyBCTBUTEILHOC-
™1 KB/l y ogHOTO nanueHTa mpeioTBpaTuao BO3HUK-
HOBEHUE HEHYXHBIX pa3psaoB («Medtronic Inc.»,
Minneapolis, MN, USA) [24]. V¥ Tpex MauMeHTOB U3-
MEHSUTMCH Ipyrue mapaMmeTpbl (MyJIBTUIIPOrPaMMHUPO-
BaHME YYBCTBUTEIHPHOCTH ), YTO TAKKE IIPEIOTBPATHIIO
BO3HUKHOBEHUE HEHYXHBIX pa3psaoB («St. Jude
Medical Inc.», St. Paul, MN, USA). ¥ ocTanbHBIX Ha-
LIMEHTOB BO3HMKHOBEHUE HEHYKHBIX pa3psiIoB He 3a-
pPETMCTPUPOBAHO M3-32 KOPOTKOTO BpPEeMEHUW HaOJIIO-
nenus («Guidant», Indianapolis, IN, USA) [7].

Ha pucynke 5 npencrapiensl gjanHbie ¢ KB/: ad-
dexTuHOe npenoTrBpaiieHrue BCC gyepe3 19 Mec 110-
cne ummiantaiu KB/, TMauuenty 19 ner, y koto-
poro Bo BpeMst DDU KT u @K He MHIAyLIMPOBaHBI
(O—Tc=252 wmc), umrmuiantupoBan KBJl B deBpaie
2003 r. Bo BpeMs UMIUTAHTALINY TEHETUYECKUIA aHATU3
He ObL1 u3BecteH, KB/l ObLT MMIUIAHTUPOBAH TOJBKO
Ha OCHOBAaHUHU OTSITOIICHHOTO CEeMEMHOTO aHaMHe3a
(oTew ymep BHe3aIlHO B Bo3pacte 27 jieT, 6a0yilika — B
Bospacrte 61 roxa) [25].

JaxIroyeHue

TmaTenbHbI cOOp aHamMHe3a U ceMeitHoe DKI -
o0cieqoBaHue Y poaCTBEHHUKOB nalueHToB ¢ BCC u
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néytunug,

Puc. 4. IameHeHUs Ha 2JIEKTpOKaparorpaMMe B 3aBUCUMOCTH OT TIPUHUMAEeMbIX aHTUAPUTMUUECKUX TTPerapaToB

CUHKOTIAJIbBHBIMM COCTOSTHUSIMU B aHaMHE3€ 1aeT BO3-
MoxHoCcTh BoBpeMs BbIsiBUTH SQTS. Puck BCC npu
Haymunu SQTS mpucyTCTBYeT Ha TIPOTSKEHWM BCeit
JKM3HM, KaK y IeTedl B Bo3pacre a0 1 roma, Tak U y
B3POCJIBIX MALIMEHTOB cTapime 60 JieT.

ITo manneiM DKI y Bcex manMeHTOB ¢ MHTEPBAJIOM
O—T menee 320 Mmc HaOMOaeTCS YKOPOUECHUE WU OT-

cyTcTBUEe cerMeHTa ST, 9acTO BHICOKUIA, Y3KUI U CUM-
METpUUHBIH 3yOel T Ha TpyAHBIX OTBeAcHMX. Bo Bpe-
M ODU BeisiBIeHO ykopoueHue DPII npencepnuit u
xenynoukos, KT, ®XK unayunposansl B 90% ciaydaes.

[eHeTYeCcKMii CKPUHUHT BBISIBUJI TETEPOTEHHOCTD
SQTS ¢ yckopeHHBIM TOKOM MOHOB KaJlisl Yepe3 Ka-
Jmesble KaHaubl (I, IgJ).

AHHAJIBI APUTMOJIOMNN, N2 4, 2010



AHHAJIBI APUTMOJIOM NN, Ne 4, 2010

30 AHHAJIbI APUTMOJIOMN, N2 4, 2010

L _E._ .......... :E__ ........ -_= = i E E El ii i ii
e e e i i pigipia i
i a [ ] ] 1
bl Ik I _-_J- |. A | | |.|. II' L:
: s F rLE 1 r 1§
!l' | |..' b "j Il|I || w Ul Ll I"'].._I.II-I',_LNI:'_'_.: .'.,.E..'_l- |_-..|-i.-|".fl|,; .I.rlil.]?..:... ' ..ITL,J"” !..- ".-.
1 Al T | I'I b e | LY {10 ! I I_"
| [ T feo I, i
" |.I- | o '|| il J LT |."| 5 ||".| CATA LT !II.'-‘ 1 L I l;l | Lk
"|I:."'L.r:|rh|.|"| |"-l‘r|;.|*lll [ Fl".l'"ll'ln.. I.:I._|I..I I.,. .-,._ ',"'w-r | I.I|_=.:Illl..f| | .II.|| .-,'EI.I-II N .‘;‘ I
- |
FIRE LI e TR AL e L IEEERE R IR
FA 48 Y rqddldjbaid D@ basaayppiEititing
iﬁll & a8 @ B BAN &6 OFE a fF 8 8 @ & e an --ith LA |

il
] 1 L |

TRETVE 00 1| 17 [ o e Y |
i_,'.i.-'llr*.l.{ ']I]l !r||- i ':I"'II'I- "'ill "ul I'|i .I'|" L '||J!:-' il o |IIII
E..Ln Rk : I

et |
||.1

. e Py ' |
MER il Al e i | i ikl ,‘. | I
& :---I I'\--H| f"r*JlJ |1"|Ii!"'-l:{'-"l .walh:"-"q,:ﬂ | r'I I"I "'|I 1':_;.-“' w""lllf'_i |

PEOITTRETREIE D ORIl RiiE Qb
|I {1 4 4 4 8 § 1 § & ] 11 1 1
g LRl el bodaeiofod

B HacTos11ee Bpems Tepamnueii BbIoopa Ipu MpeaoT-
Bpamenun BCC y maHHO# KaTeropuu O0OJIbHBIX SIBISI-
etcsa umiuianTauus KB/,

Hnst ynnunenust uatepBasia 0—7T He 3(pdexTuB-
HBIMU SIBJISIIOTCSI aHTUAPUTMUYECKHUE TTpernapaThl, Ta-
KU€ KaK UOYTUIUA, coTanon, ¢hiaekauHua. DbdheKTuB-
HBIM TIpU3HAH XWHUIWH, KOTOPBIA HOpPMalu30Baj
cootHomeHue uHtepBaga Q—T u YCC, a Takke DPII
JKEJTYTOUYKOB.

B cooTBeTCTBUM C 3TUM XMHUAUH MOXET OBITh UC-
noJb30BaH Kak gonoiaHeHue K KB/l y mauueHTOB ¢
napokcuzmamu OIT, ®XK u XKT.
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