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rmasza TTEPBUYHBIE DJIEKTPHYECKUE
13 SABOJIEBAHHS CEP/IIIA

M.A. IlTkonvHUKOBA

Cpenu MexaHU3MOB BHE3AITHOM CEePAeUHON cMep-
tu (BCC), Ha J0J1I0 KOTOPOIi IPUHATO OTHOCUTH O
50% or Bcex caydyaeB cepAeuHO-COCYAUCTOH cMep-
TH, Ba)KHYIO POJIb UTPAIOT (paTalbHbIe CepPAeUHbIe
aputrmuu. Exxenuesro B CIITA peructpupyercs
okojso 1000 cnyuaes BCC, momaBasmoIiee 60b-
IITTHCTBO KOTOPBIX HAOJIIOLAETCA Y JIUIL MTOKUTIOTO
BospacTa Ha (hoHe mOpaKeHUs KOPOHAPHBIX apTe-
puii. B mosoabsix Bo3dpacrax HamboJiee YacTo IIPU
BCC ma ayrorncuu BbIABJIAETCA I'UIIepTpoduuecKas
KapAMOMUOIATUS, ADUTMOTeHHAA JUCILIa3Us Ipa-
BOTO JKeJIyIOUKa, aHOMaJIU1 KOPOHAPHBIX apTepuii,
muokapaut [1].

B psAge ciydyaeB mpuunHa BHE3AIIHO CMEPTH OC-
TaeTcs HeBBIACHEHHOM, HECMOTPA Ha HMOAPOOHYIO
maToMop@doJoTnYecKyio skcrneptusy. IIpenmoso-
JKeHUe 0 TOM, YTO CYIIeCTBeHHAs YacTh 9TUX CJIY-
yaeB TaKKe SABJISAETCA CJIEACTBUEM (paTaJabHBIX
CepIeUYHbIX apUTMUM, 00yCIOBIEHBIX ITePBUYHBI-
MU 3JIeKTPUYECKUMU HaPYyIIEeHUAMU B MUOKap/e,
HaxXOJQUT Bce OoJibIllee TOATBeP:KAeHMe. IIporpece
B 00JIaCTH MOJIEKYJISPHOM IreHEeTUKU U KJIETOUHOIA
3JIeKTPO(PU3MOJIOTUHN TIO3BOJUJ PACKPBITH MeXa-
HU3MBI, CYIIeCTBEHHbBIE AJIA MOHUMAaHUA NPUUNH
BCC. B HacTroslee BpeMs y:Ke OnpeesieH Pl ma-
TOJIOTUYECKUX COCTOSTHUM C BLICOKMM PUCKOM BHE-
3aMHOII CMEPTHU BCJIEACTBUE KU3HEYTPOKAIOIIUX
JKeJIyTOUYKOBBIX apUTMULL, Pa3BUBAIOIINUXCA Y JIUII,
C aHATOMHYECKU HOPMAaJbHBIM cepaiieM. OHU
00beIUHEHBI B TPYNNY “IePBUYHBIX BJIEKTpPUUEC-
Kux 3aboseBanuii cepama” m 0603HAUAIOT BPOIK-
IeHHbIe cepaeunble Kanamonatuu [2]. K aToii mo-
CTOSAHHO IOIOJIHAIONIEHCA IPYIIle maToJoruyec-
KUX COCTOAHUU B HACTOSIIEee BPeMs OTHOCSHAT:
BPOXKIeHHBIE CUHIPOMBI VIJIUHEHHOTO NHTEPBAJIA
QT (LQT), xaTexolaMUHEPTUUECKYIO JKEJIyT0U-
koByio Taxukapauio (K¥KT), cuagpom Bpyraza,
CUHIPOM YKOpoueHHOTro nHTepBasa QT, “unmona-
TUYECKYI0” GUOPUIAIAUIO KeaynouKkoB. Ilo mHe-
o M.Ankerman, K 9Toii rpyIIie TaK:Ke OTHOCSAT-
csA: BPOXKIEHHBIN CUHAPOM CJIabOCTH CHUHYCOBOTO
y3Ja, Iporpeccupyiolee mopaskeHne IpoBOaAIIeH
cCUCTeMBI cep/ra, cemMelinas (GUOPUIIANUSI TIPe-
cepauii mw or 5 10 10% Bcex ciayuaeB CUHIpPOMA
BHE3ANMHON CepleyHOl CMepPTH AeTel IpyAaHOTO
Bospacta [1].

Karkmasa us aTux cepieuHbIX KaHaJomaTuii odyc-
JIOBJIEHA CIenu(UUECKUMHU MYyTalUsIMU B T'eHaX,
KOJUPYIOIIUX CTPYKTYPY OEJIKOB MOHHBIX CEpHed-
HBIX KaHAaJ0B, OTBETCTBEHHBIX 34 TpaHCMeMOpaH-
HBIM TPAHCIOPT MOHOB, PEryJUPYIOIMUX BHYTPU-
KJIETOUHBIH BJIEKTPUUECKUI 3apsa] KapJUOMUOI[U-
ToB [3].

O0bevHEeHNE dTUX CHUHIPOMOB B OTIENbHYIO
rpymIy o0yCJIOBJIEHO OOIIUM JJI HUX IMPUHI[KIIOM
FeHeTUYECKHU JeTePMUHNUPOBAHHOTO BICOKOTO PHC-
Ka PasBUTUSA KeJYJOUKOBBIX apUTMUI C TIOCIEIY-
IOIIUM IIePeX0L0M B GUOPUIIAIUIO JKETYA0UKOB §
Jut 6e3 BUAUMBIX MOP(OJOTUUECKUX U3MEHEHUH
CO CTOPOHBIX CEPEUHO-COCYAUCTOM cucTeMbl. s
OOJIBIIIMHCTBA U3 dTUX MATOJOTUUECKUX COCTOSHUN
xapakTepHbl cnerupuyeckue IKI-anomanuu (yz-
JUHeHUe UJIu yKopoueHue mHTepBasa QT, OKI'-
maTrepH cuHApoMa Bpyrajga, npyrue HapyIleHUs
[ie- ¥ PeToJIAPU3aINN), BEICOKAs BHyTpUCeMeHHas
KOHIIEHTPAIs; A1 HEKOTOPHIX U3 HUX ysKe ycTa-
HOBJIEHBI XapaKTePHbIE TeHOTUIINUECKU-(PeHOTU -
yecKkue Koppeasnuu. CIUCOK 9TUX CHUHIPOMOB,
BUAUMO, OyZeT HMOMOJHATHCA [0 TeX 0P, IOoKa He
OyAyT PacKpPBITHI BCe MeXaHU3Mbl BHE3AMHOU
HEeOO'bSICHMMOI CepiedyHO CMepTH.

HACJEJICTBEHHBIN CHHIPOM
YIJIMHEHHOTO HHTEPBAJIA QT

LQT saBnserca reHeTUYECKU reTePOTEeHHOM IaTo-
JIOTHEHN ¢ BBICOKMM PHUCKOM BHE3AaITHOM CepaeuHOIt
cMepTu U BeTpeuaercd ¢ uactoroir 1:3000-1:5000
[4, 5]. HemoonieHKa 3HAUeHUA YIJINHEHUA NHTEPBa-
aa QT sBIsgeTCcs JOBOJILHO YaCTOI OMINOKOM U nMe-
eT IOTEeHITNAIbHO (haTaJbHbIE ITOCIEeICTBUA, ITPUBO-
IA K IPOIYCKY WJIU IMO3THeHl NUarHOCTUKE TsKe-
JOW HacJeACTBEHHOHN MaTOJOTUM — CHUHJIpPOMA
yaauHeHHOro nHTepBasga QT, BIepBbIe OMCAHHO-
ro B MeAUITMHCKOMH JuTepatype B 1957 rogy. Umes
OTHOCUTEJbHO HEBBICOKYIO PACIPOCTPAHEHHOCTH B
IeTCKOM MOMYyJAINU, B OTCYTCTBUE aJeKBaTHOMN
Tepanuu CUHIAPOM COIPOBOMKAAETCS BHICOKOM Jie-
TaJIbHOCTHIO, JocTuratIneii 70% yKe B mepBbBIH
roJi C MOMEHTA MOSABJEHUA KJINHUIECKUX CUMIITO-
MOB. B TO Ke BpeMs mpu HaIuuuu 3a00JeBaHUA
yanuaenue natepBasa QT na OKT', mpesriiaolnee
IOIyCTUMBbIe 3HAUEHNUA, KaK IIPaBUJIO0, MOKET OBITH
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3apPErucTPUPOBAHO YiKe C POKICHUS U BbISBJICHO 3a
HECKOJIBbKO JIET 0 IOTEeHIINAJIbHO BO3MOMKHOMN KJIU-
HUYECKOUW MaHHu(decTanmuu, COMPOBOKIAIONIEIiCS
BeIcOKUM pruckoMm BCC.

O6mmMu AJis BCeX BapHMaHTOB CUHAPOMA OCHOB-
HBIMU AUATHOCTUYECKUMU (heHOTUIIUUECKUMU IIPU-
3HaKaMU SBJAIOTCA yIJauHeHUe mHTepBaga QT Ha
IKT — QTc>440 mc (peKoMeHAyeTCs BBIUUCIATD
QTc mo ¢popmyse Bazerra u usmepsars QT B oTBefe-
Hum V), aHOMaIuu MOP()OJOTAU PEroNAPU3aIun
JKeJIyIO0UYKOB, CHHKOIIAJILHBIE COCTOSHUS, CeMellHas
KOHIIEHTPAIIUSA MMATOJOTUU U CIydYyaeB BHE3AIHOMR
CcepIeuHol CMePTH B Pe3yJbTaTe *KU3HEeyTIPOKAaT0-
IUX JKEeJYIOUYKOBBIX aputmMuil (puc. 13.1).

ITOT CUHAPOM OTHOCHUTCSH K TeHEeTUYeCKH IeTep-
MUHUPOBAHHBIM IEPBUYHBIM dJIEKTPUUECKUM 3a00-
JileBaHUSAM cepAia. AyTOCOMHO-pelieccuBHAA (op-
ma — cuugpom [xepBenna—Jlanre—Huabcena
(JLN) — 6n11a oTkpBITa B 1957 rogy. OHa BeTpeua-
ercsa penko, ¢ wacrtoroir 1:25000, a yaauHeHUe
uHTepBaia QT u puck BHe3amHOII cepeuyHOi cMep-
TU BCJIEICTBUE PA3BUTHUS KU3HEOIACHBIX apUTMUHA
aCCOIMUPYIOTCA IIPU 3TOM CUHAPOME C BPOKICHHOMK
rayxoroii. Bojee n3BecTHAas ayTOCOMHO-TOMUHAHT-
Has popma — cuHApoM PomaHo—¥Yopaa — ommcana
B 1963 1 1964 rr. u umMeeT U30JUPOBAHHLIN “cep-

$ IeuHbIii” (heHoTHI.

CUHIPOM ABJAETCA YHUKAJIBHON MOAEJIBIO IJIs
U3YUEHUsI BIUSHUSA PA3JIUYHBIX CPEIOBBIX (haKTO-
POB Ha reHeTUYECKU [eTePMUHUPOBAHHYIO 9JIEKT-
PUUYECKYIO HeCcTaOuJIbHOCTh MUOKApPIa, a TaKiKe
BIUSHUE 1I0JIa ¥ BO3pacTa Ha CTeIeHb PUCKa BHe-
s3amHoOl cMepTu. B mocienuue 10 jeT ucciiemoBaHbl
reHO()EeHOTUIINYECKNE KOPPEeJISIuy U paspadoTaHa
crpaTu(duKanusa pUcKa BHe3alHOW cepaedyHOu
cMepTHu Ipu 3TOM cuHApoMe. HaciieagcTBeHHBIN
CUHJPOM yIJHHEHHOTo nHTepBaja QT HaszpIiBaioT
“po3eTTCKUM KaMHeM”’, TaK KaK UMeHHO OH SBUJI-
Cs KJIIOUEBBIM [JIS IIOHUMAaHUSA MeHEeTUUECKUX Me-
XaHU3MOB BPOKAEHHBIX JKU3HEYTPOIKAOIUX HAPY-
MIeHUI pUTMa U MEeXaHU3MOB ‘“BHE3aITHO Heo0'bAC-
HHUMOI cMepTu”.

IlepBas remeTuuecKasi MyTaIlusi, aCCOIUUPOBAH-
Hag ¢ LQT, 6pu1a nuneatruduiinporana M.Keating B
1991 roxy. C sToro BpemeHu OTKPBITO 6osee 500
myTanuii B 10 pasInuHBIX reHaxX. B HacTosIee Bpe-
M4 BbIfiesieHo 10 MOIeKyIsIpHO-TeHETUUEeCKUX Bapu-
aaToB cuaapoMa (LQT 1-10), koTopble HaAPAAY C
0o0ITUMU XapaKTEePUCTUKAMU B BUe 3HAUUTEIbHO-
ro yaavuHenus nuaTepBasa QT ma 9KI', nmpuctymnoB
moTepu CO3HAHUA Ha (hoHe JKUIHEeYTPOIKAIOIIUX
ApUTMUMN U CJIyUYaeB BHE3AIIHOM CMEPTU B CEMbSAX
UMeIOT KJINHUKO-3JIEeKTPOKapauorpapuiecKme oco-
0eHHOCTHU, 00yCJIOBJIEHHBIE CIIEIN(UKON DIEKTPO-
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Puc. 13.1. CunppoM yanuHeHHoro unrepeana QT BTOpoit MoneKynapHo-reHeTnyeckui Bapuant (LQT2). IKI pebenka, 12 net. Cu-

~

Hycosbiil putM ¢ UCC 76-90 B MuH, (RR = 0,8-0,7 c). Uurepsan QT = 450 mc, QTc = 503-537 c. 3yben T “nByrop6uiit”, “nByxdasHii” B

OTBEleHUAX VZ—V6
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JIUTHBIX HAPYIIEeHU#, BI3BAHHBIX U3MEHEHUAMU B
reHax, MOAYJUPYIOMNX PYHKIIMOHATIbHYIO aKTHUB-
HOCTh CePAEUYHBIX MOHHBIX KaHaJoB (Taba. 13.1).
LQT mo:xeT OLITH 00yCJIOBJIEH KaK MyTallUAMU,
peryaupyoimumMu GyHKIINO KaJlueBbIX NI HATPU-
eBbIX KaHAJOB, TAK U MeMOPAHHBIX KOMIIOHEHTOB,
JIOKaJIM30BaHHBIX B 3, 4, 6, 7, 17 u 21-i1 xpomoco-
max [6]. Myranuu BegyT KakK K morepe QyHKIINHT
KaJIMeBBhIX KAHAJIOB C 3aJePyKKOH Pernoispusanuu
(1, 2, 5, 6 u 7-i1t BapmaHTHI), TAK U K YCUJIEHUIO
GYHKIIMU HATPUEBBIX (3-i1 BApMAHT) WM KaJbIV-
eBBIX KaHaJIOB (8-11 BapuaHT), OTBEUAIOIUX 3a 3a-
IEep:KKY TOKOB pemoasapusanuu (cMm. tabua. 13.1).

Myranuu, cBA3aHHbBIE C IIOTEPer PYHKIIUU B reHax
KCNQ1 1 KCNE1, roxpupyomux o- u -cyobeuHn-
bl MEeIJEeHHON aKTUBAIMU KAaJWeBLIX KAaHAJOB
(IKs), orBecTBeHHEI 3a 1-11 1 5-i1 BAPUAHTHI CUHIPO-
ma LQT (LQT1 u LQT5). C moTepeii GyHKIUN CBS-
3aHbl Tak:ke myTanuu B reHax KCNH2 u KCNEZ2,
KOIUPYIOIUX O- U B-cyObeqUHUIILI OBICTPOI aKTH-
Banuu KaaueBbix KaumajaoB (IKr), orBeuarlue 3a
pasBuTue 2-ro u 6-ro BaApuaHTOB CUHApPOMa. B mpo-
THUBOMIOJIOKHOCTL 3TOMY 3-iI BapMaHT CUHIpPOMA
(LQT3) obyciioByieH MyTaIueii ¢ ycuaeHueM QyHK-
nuu resa SCNHA, KogUPYIOIMIUM O-Cy0beTUHUITEI
CepAeUYHbIX HATPUEBBIX KaHAJNOB. dTa MyTalus,

Tabruua 13.1

MonexyasgpHas 0CHOBA MEPBHYHBIX JJIEKTPUUYECKHX 3a00ieBanuii cepana [1, 6]

Tun Jlokyc Fen | Tun HacnepoBanus | Tok | % C AaHHBIM reHOTUNOM
Cungpom PomaHo—Yopaa
LQT1 11p15.5 KCNQ1 AD IKs (o) 30-35
LQT2 7q35-36 KCNH2 (HERG) AD IKr (o) 25-30
LQT3 3p21-p24 SCN5A AD INa 5-10
LQT4 4925-q27 ANKB AD Na/Ca <1
LQT5 21g22.1 KCNE1 AD IKs (B) <1
LQT6 21q.22.1 KCNE2 AD IKr (B) <1
LQT9 3p25 CAV3 AD INa
@ LQT10 11g23.3 SCN4B AD INa
Cutapom [xepBenna—Jlanre—Hunscena
JINT1 11p15.5 KCNQ1 AR IKs (o)
JIN2 21922.1 KCNE1 AR IKs (B)
Cungpom AHpgepceHa—TaBuna
ATST (LOT7) | 17923 | KCNJ2 | AD | IKI (o) | 50
Cuxgpom Tumotn
TS1 (LQT8) | 12p13.3 | CACNAIC | sporadic | ICa.L(c) | 50
CuHapom ykopo4eHHoro uHtepsana QT
SQT 7q35-36 KCNH2 (HERG) AD IKr (o)
SQT2 11p15.5 KCNQ1 IKs (o)
SQT3 17923.1-24.2 KCNJ2 AD IK1
SQT4 12p.13.3 CACNA1C ICa
SQT5 10p12.33 CACNB2b AD ICa
Cungpom bpyrapa
BrS1 3p21-p24 SCN5A | AD INa 15-30
Katexonamuneprnyeckas nonumMopHas xenyfo4yKoBas TaxuKapana
CPVT1 1042.1-943 RyR2 AD Ca release 65
CPVT2 1p13.3 CASQ2 AR Calsequestrin 5
BpoxzaeHHblli cMHAPOM ¢1abocTn cMHYCOBOro y3na
SsS1 | sp2t-p2a | SCN5A | AD | INa |
Mporpeccupyiowee nopaxexnue npoBoAaLieli CUCTEMbI CepALIa
PCCD1 | 3p21-p24 | SCN5A | AD | INa |

lMpumedanme: LQT — cuHopom yanuHenHoro uhtepeana QT; JLN — cunapom Dxepsenna—JSlanre—HunbceHa; ATS — cunapom AupepceHa—TaBuna;

TS — cuHgpom Tumotu; SQT — cuHApoM ykopoueHHoro uHTepBana QT; BrS — cuHppom bpyrapa; CPVT — katexonamuHepriuyeckas Xenyaoukosas

Taxvkapams; SSS1 — BPOXAeHHbIN cUHApOM cnaboctu cuHycosoro yana; PCCD1 — nmporpeccupytolige nopaxeHue NpoBOAsLLEN CUCTEMbI CEpPALA;

AD — ayTOCOMHO-AOMMHaHTHbIA; ASR — ayTOCOMHO-PELECCHBHBIi
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MPUBOAAIIASA K HADPYIIIEHW0 NHAKTUBAI[UY HAaTpUe-
BBIX KaHAJOB, COIIPOBOKIAETCS YCUJIEHEeM HaTpU-
eBoro Toka. Myramnusa B reie ANKB BbI3bIBaeT 11o-
BLIIIICHNE BHYTPUKJIETOUHOM KoHIeHTpanuu Ca't,
UYTO ABJAETCA MEXaHU3MOM apUTMOTeHe3a Ipu
LQT4. Myramus 8 CAV3, kogupyroineMm caveolin-3
(CTPYKTYPHBIIT MEMOPAaHHBIN 6€JIOK ), MIBMEHIET O1O0-
JIOTUYECKNe CBOMCTBa HATpueBbIX KaHanoB (LQTI).

B macroginee BpeMs MyTanuu, o0bACHSIIOI[E
MexaHU3M apuTMmoreHesa npu cuagpome LQT, BwI-
SABJISIFOTCA TOJIBKO B 75% KIMHUYECKU IIOATBEPIK-
IeHHBIX cayuaeB. Takum oOpasoM, reHeTuUYecKas
reTeporeHHOCTh CUHPOMA 10 HACTOSIIEero BpeMe-
HU U3ydYeHa He II0JHOCTHIO.

BroigensiorT yeTbipe BapraHTa KJINHUYECKOTO Te-
yeHUA cCUHApPOMA: 1) CHHKONAJBHBIN C yIJIUHEHU-
eMm nHTepBaja QT; 2) 6eccuHKOIAIBHBIN C yIJINHE-
HueMm nHTepBasa QT; 3) cuHKOIAJABHBINA C HOP-
MaJIbHOI HMPOAOJKUTEIbHOCThIO nHTEepBada QT;
4) memas popma. TpeTuii u yeTBEPTHINA KJIMHUUEC-
KUe BapUaHTbl JUATHOCTUPYIOTCA Y UJE€HOB CeMbU
10 HAJUYUIO IPU3HAKOB dJIeKTPUUECKOH HecTa-
OMJIBHOCTY MUOKAPAA UJIU II0 Pe3yJIbTaTaM I'eHeTH-
YEeCKOro aHaJ/3a, a TaKyKe y BHEe3aIllHO YMepPIIuX
YJIEHOB CEMbU IPU OTCYTCTBUU YKA3aHUI HA CUH-
Kome B aHaMHe3e u yanunueHusa QT Ha sapeructrpu-
poBauubIiX panee KT

TpynHOCTH AMATHOCTUKMU CHUHIPOMAa 00yCJIOBJe-
HBI T€M, UTO BBLIIBUTH 3a00JieBaHUE B OTCYTCTBUE
KJIMHUYECKUX ITPOABJIEHUI 1 OUEBUTHOIO CEMENHO-
ro aHaMHe3a MOYKHO TOJIbKO HAa OCHOBAHUU JJIEKT-

vt
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Puc. 13.2. DKT pe6eHKa 6 neT B nMpeKapAUaNbHLIX 0TBEAEHUAX
(V,-V,) ¢ HecBOeBpEMEHHOW MO3AHEN ANATHOCTUKO! CUHAPOMA
Ixepsenna-Jlanre-Hunncena. CrpasaeT rayxoTow M MPUCTYIIaMU
TIOTePU CO3HaHWA C PAaHHEr0 BO3PACTa, I01yYaia aHTUKOHBY/IbCAHTHI
6e3 abdexra. Uurepsan QT = 420 mc, QTc = 506 Mc. B HacTosmee Bpe-
MfL UMIUIAHTUPOBAH KapanoBepTep-nedubpunnsrop, monyyaer 6eta-
6710KaTOPHI
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poxapauorpagduueckoro obciaeqoBanus. A B ciayua-
SAX TaK HasbIBaeMoIi cKpbITOH popmsel “form frust”
IUArHOCTUKA BO3BMOJKHA TOJHKO C IIOMOIIIBIO MOJIe-
KYJSPHO-TEHEeTUYEeCKOr0 aHan3a YJIeHOB CeMbH C
yiKe TUarHOCTHUPOBAHHLIM B ceMbe LQT. B cBaAsu ¢
STUMMU TPYAHOCTSIMU YaCTHI CAyUau MMO3LHel nuar-
HOCTUKU, ITPU KOTOPBIX 3a00JieBaHUE BBISIBJISIETCS
TOJIBKO IIOCJIE IIOBTOPHBIX, MHOTOKPATHBIX CUHKO-
MaJbHBIX COCTOSHUMN, KayKI0e U3 KOTOPBIX MOXKET
3aKOHUYNTLCA BHE3aIHOII cMepThIo 0osibHOTO. Ila-
nueHTsl ¢ LQT moryT giaurenbHo HabGIOIATHCS
HEBPOIIATOJIOTaAMU ¢ nquarHosoM “smumiencus’. I[o
HACTOSAIIETr0 BpeMEeH! He PeIKU CUTYAIlUU BhISBJIE-
HuaA cemeiinoro sapuanta LQT ToabKo mocje BHe-
3aITHOM CMEPTU OJHOI'0 U3 UJIEHOB CEMbU BO BpeMs
IIEePBOTO B JKU3HU IPUCTYIIa IOTePU COZHAHUS.
Cundpom [[acepsenna—Jlanze—Hunbcena SBIsET-
Cs1 OMHOM M3 CAMBIX TSIKEJbIX KINHUYECKUX (POpM
cuHApOoMa. BOJBIINHCTBO CJIyYyaeB CBA3AHO C MY-
ranuamu B reie KCNQ1 (puc. 13.2). Ilo ganubIM
HaunboJiee IOJHOTO ONUCAHUA, IPEICTABICHHOTO
P. Schwartz ¢ coaBropamu B 2007 r. [ 7], okosio 15%
0OJIbHBIX PA3BUBAIOT KapAUOreHHbIe CHHKOIIE YiKe B
TeueHHe IIepBOro roxa :Kmu3uu, 50% — B TeueHuUe
MepPBBIX 3-X JIeT Ku3HU U npaktuuecku 90% — B
Boapacte 10 18 yser. CuHKOIIEe IPOBOIUPYIOTCS hu-
3MUYECKOI HArpysKoii, IIJIaBaHUEM U SMOIMOHAJb-
HBIM CTPECCOM, HO UPEe3BhIUANHO PEIKO HACTYIAIOT
BO cHe. IIporuos y 60bHBIX ¢ 3TuM BapuanToMm LQT
Kpaline HeOJaronpusaTHLINA, 6eTa-0JI0KaTOPhI HEJ0-
cTaToOuHO 3(P(PEeKTUBHBI B IPOPUIaKTUKE KNSHEYT-
POSKAIOIIUX aPUTMUH, BCIEACTBUE UETo IIPaKTUUeC-
KUK BO BceX caydasax Tpebyercsa GesoTjarareibHas
UMILIaHTAIIUS KapAuoBepTepa-aeduopuIsaTopa.
Cunopom Pomarno—Yopda — HauboJiee pacupocTpa-
HeHHasa popma LQT. Puck BHesamHOII cMepTH B OT-
CYTCTBUE aJeKBaTHOI'O JIEUEHUS JOCTUTrAeT IIPU CHUH-
apome Pomano—VYopaa 71% . ITo mamusim Kenny,
MATHAAIIATUIETHAS BBIXKNBAEMOCTh CPeIU JIUIl, He
MoJIyYaBIIUX JeueHnue, cocrasuiaa 45% . BoLio ycra-
HOBJIEHO, 4TO Kak MuHUMyYyM 1 u3 10000 aBisercs
HOCUTEJIEM I'eHa CUHIPOMAa yIJMHEHHOI'0 MHTepBaja
QT, a ymcJyI0 ciIyyaeB BHE3AIIHOI CepeuHON CMepTH,
00yCJIOBJIEHHBIX JaHHBIM 3a0osieBanueM B CIITA, cpe-
nu It MmoJiogoro Bospacta pocturaet 3000—-4000 B
rox. ITo maHHBEIM caMOro GOJIBIIIOTO ITPOCIIEKTUBHOTO
ucciaemoBanusa cuaapoma International LQTS
Registry B 57% cayuaeB cMepTh HacCTyIIaeT B BO3pa-
cre 1o 20 aer. B Teuenue 10-1eTHEero HabIIOAEHUA Y
37% mpobaumoB, 5% IOpasKeHHBIX UJIEHOB ceMell 1
0K0J10 1% HemopasKeHHBIX ObLIO OTMEUEHO ITOsIBJIe-
HUe IIPUCTYIIOB IIOTEPU CO3HAHUS. ¥ IeTeil B OTCYT-
CTBUeE JIEUeHUS PUCK BHE3AITHOI CMEPTHU CIIyCTA 3—5
JIET II0CJIe TIOSABJIEHUS IIEPBBIX CUMIITOMOB 3a00J1€Ba-
HUA (TIePBBIN IIPUCTYII ITIOTEPU COSHAHUS) TOCTUTAET
32% m makcumaJieH B mmybepraTHom nepuoze. Oopa-
miaeT Ha cebsa BHMMaHMe 0ojiee BLICOKUI PUCK BHeE-
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3aIIHOM CMEPTH Y JIUIT My»KCKOI'0 I10J1a, & UMEeHHO Yy
MAaJbYUKOB B IIPery0oepTaTHOM U ITyOepTATHOM II€PU-
ogax. Takum oO6pas3oM, UMEHHO Y MAJILYUKOB 3a00J1e-
BaHMe IMPOTeKaeT B 0oJjiee OCTPOIl, 3JIOKAUECTBEHHOMN
dopme [27].

IIpuctyns! moTepu co3HaHUS Y OOJBHBIX C CHUH/I-
poMoM yaamHeHHOTOo nHTepBaia QT BbI3BaHbBI 3JI0KA-
YeCTBeHHOM apUTMUell — TaXUKapaAruel Tuna “mmupy-
oT” uam pudbpuanAmuen xKeaygoukon (puc. 13.3).
CrpeccopHbIe BO3eNCTBUSA, TaKNEe KaK dMOITHIO-
HaJIbHOE BO30Y KIeHNre U BhICOKAasA (pu3uuecKas ak-
TUBHOCTb, SBJAIOTCSI apUTMOTEHHBIMU (paKkToOpamMu
IJis TaIleHTOB ¢ JaHHBIM CUHIpPOMOM. Bce 60Jb-
Hble, XOTs ObI pa3 B JKUBHU MMeBIIINe CUHKOIIeE,
IOJI’KHBI OBITh OTHECEHBI K I'PYIIIe IIOBBIIIIEHHOI'0
PUCKa BHe3aIlHOI cepAeuHoil cMepTu. JacTora pe-
IUANBOB KU3HEYTPOKAIOIIUX KEJIYIOUKOBBIX
apuTMuil JEeXKUT B Impeneaax 3—5% B rox. Y mereii,
epe;KUBIINX IIOAPOCTKOBLIN IIepUo/I, 3a00IeBaHIIe
mpuobpeTaeT MeHee 3JI0KaUeCTBEHHOe TeueHre: ua-
CTOTa CUHKOIIE C BO3PAcTOM yMeHbIaercs. IIpo-
IOJIXKATEJIbHOCTD IOTEePU CO3HAHUSA BO BPeMs IIPU-
CTYIIOB ¥ OOJILHBIX MOJIOZOTO BO3PACTa COCTABJISIET,
KaK IIpaBujio, 1—2 MUHYTHI, HO B OTJ€JIbHBIX CJIY-
yagax MoxkeT gocturath u 20 munyT. ¥ 50% 60Jb-
HBIX C CHHKOTAJIbHOM (DOPMOII IPUCTYII COITPOBOIK-
IaeTcs CyaoporaMy TOHUKO-KJIOHHUYECKOro Xa-
pakTepa ¢ HEIIPOU3BOJbHLIM MOUEHCIYCKAHUEM,

16:42:34 Début crise

JLLLLLLLLLLLLLLL L L)

pe:xe — mederamnueii. Haanuue cygopor Cay:KuT
0e3yCJIOBHBIM KPUTEPUEM TAKECTU CUHKOIE, I0-
CKOJIbKY M3BECTHO, YTO 6€CCO3HATEJIbHOE COCTOS-
HUE COMPOBOXKAAETCA CYAOPOTaMHU TOJBKO IIPU J0-
CTaTOYHO IIPOAOJIXKUTEIbHON U TJIyOOKOI UIITeMUN
mo3ra. JacTora U KOJIUYECTBO CUHKOIIE ABJIAIOTCS
KPUTEPUAMU TsAKecTu 3a00ieBaHUA, OJHAKO o0pa-
miaeT Ha cebs1 BHUMaHUE TOT (haKT, YTO CMEPTH MO-
JKeT HACTYIIUTh U BO BpeMs IIEPBOr0 IIPUCTYIIA II0-
Tepu CO3HAHUSA. ATO JUKTYET HeOOXOAUMOCTh OIIpe-
IeJIeHUSA CTEIeHU PUCKa BHE3ANMHON CMEepTH y
0OJIBHBIX KaK C CHHKOIIAJIbHOM, TaK 1 ¢ OECCUHKO-
najbHOI opmamu cuHApoMa. CHHKOTAJIbHEIE CO-
crosuusa npu LQT BciencTBre HATUUMSA CYJOPOIKHO-
T0 KOMIIOHEHTAa cJenyeT Tudp@epeHIInpoBaTh ¢ 9Nu-
JEeNTUYECKUMHU IMPUCTYIIaMMU.

Mexay smmiienTHYEeCKUM U apUTMOTE€HHBIM ITapo-
KCcuU3MaMi MUMEIOTCS XapaKTepHble oTauuyusa. [Ipu
CHUHIPOME yIJIUHEeHHOTO mHTepBaia QT:

— CHHKOIIe BOSHUKAIOT HA BBICOTE TICUXOdMOIIU-
OHAJBLHOU MM (PUBUUECKOI HArpPy3KH, B BOje,
pe’ke BO CHe M BO BpeMsA PE3KOro 3BYKa;

— TUMIUYHBI TPEICUHKOIIAJIbHBIE COCTOTHMA;

— TIOCJIe OKOHUYAHUA CUHKOIIEe COBHAHNE BOCCTA-
HOBJIMBAETCA OUEHDb OBICTPO;

— He 0OTMeuYaeTcsd KaKUX-JIN00 aMHECTUUECKUX
HapyHieHUH U COHJUBOCTH B IIOCJIEIIPUCTYITHBIHI
TepUoI;

Adadse

16:44:02 Fin crise

Puc. 13.3. Taxukapaua Tuna “nupysr” y manueHTKU ¢ CMHKomanbHou dopmon cuvpapoma Pomano-VYopaa. Hauano snusopa Hempo-
LOJKUTENbHON Xenynoukosoit Taxukapaun (HXKT) mocne paHHeit XenynouKoBOW 3KCTPACUCTONUU B 16:42:34 , okoHYaHue B 16:44:02
TOCJle TMay3bl PUTMA ITPOLOJLKUTENbHOCTHI0 3415 Mc. Ha done curycosoro purma mocne HXKT perucrpupyercs xenynoukosas sKCTpacuc-

TOJ1a; IIOCT3KCTPACUCTONNYECKan may3a 2135 mc
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— ICUXOJIOTHUECKUE M HeBPOJOTMYeCKUe HCCJIe-
JIOBAaHUS He BHIABJSIOT V AeTell ¢ CHHIPOMOM yAJIK-
HeHHOTO MHTepBasa QT MaMeHeHU# JTUUYHOCTH, TH-
OUYHBIX JJId OOJbHBIX anuiencueit [27].

OCHOBHBIMY OTJIMYUTEIbHBIMU IPU3HAKAMU CJIe-
IyeT CUUTATh OBLICTPOE BOCCTAHOBJIEHNE CO3SHAHUS U
XOPOIIIYIO CTeIIeHb OPUEHTAIINH I10CJe OKOHUYAHUS
mpUCTyIIa.

B mocnienuue roabl uccaes0BaHbl KOPPEISIIUN
MEXKAY BBIPAKEHHOCTHIO (DEHOTUINYECKUX ITPOSB-
aeanit npu LQT u remeruvyeckuMu BapuaHTaMU
cuHApoMa. BhIABIeHbI crernuuuecKre KJINHUKO-
aJIeKTPOKapauorpaduyecKre maTTepHbl, XapakTep-
Hble JJIsT OCHOBHBIX MOJIEKYJISIPHO-Te€HETUUECKUX
BapuaunToB — LQT1, LQT2 u LQT3, Ha moai KoTO-
prix nmpuxoxurcsa 10 90% Bcex reHeTHUYECKHU IIOJ-
TBEeP:KIEHHBIX caydaeB. IlaTTepHbl BKJIOUYAIOT:
1) mpoBoOIUPYIOIe CUHKOIIE U BHE3aIIHYI0 apuT-
MHYECKYI0 CMePThb (haKTOPHI (TPUTTePHI); 2) Mopdo-
JIOTHIO penoJigpusanuu Ha craugaptaoi OKI' u mo
JaHHBIM MOBEPXHOCTHOT'O KapTUPOBaHUA; 3) pas-
anunayio nuHaMuky QTc Ha Harpyske; 4) oTHOCH-
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Puc. 13.4. Inekrpokapauorpaduyeckme narrepHbl 0CHOBHbIX
MONEeKynApHO-TeHeTuYecKux Bapuantos cuxapoma LQT. IIa-
Henb A — LQT1 — paBHOMepHO pacumpenHsiit 3y6ey T; Tanens B -
LQT2 - HU3KOAMIIUTYAHbBIA paspBoeHHbI 3y6ey T; IlaHens B —
LQT3 - yonunenune unrepsana QT B 0CHOBHOM 3a CYeT YAIUHEHUA
n303neKTpuyHoro cermenra ST

T ‘ BigBook [210x290]-2.p65 320

TeJBLHO MOJIOZOI BO3pacT MaHU(eCcTal[uy CUMIITO-
MOB; 5) 9dEKTUBHOCTD Tepanuu bera-0Ji0KaTOpAa-
MU U 6) TPOrHO3. ATU JaHHBIE B HACTOAIIEe BpeMs
MMO3BOJISAIOT OIITUMU3UPOBATH CTPATU(MUKAIINIO PUC-
ka BCC, TaKTuUKY BeJeHUS IIAIlMEHTOB U JasKe Ha
OCHOBaHUM KJINHUKO-3JIEKTPOKapauorpaduyecko-
ro aHAJIU3a MPEAI0J0KUTH BEPOITHOCTD OIHOTO U3
Tpex HanboJiee U3YUEHHBIX M'eHETUUECKUX BapUaH-
TOB CUHJIPOMA, UTO MOKEeT OBITh BasKHO, OCOOEHHO
Ha IIePBOM dTalle MPUHSATUS PEIIeHNs, eIlle 10 IOy -
YeHUSA Pes3yJbTAaTOB MOJIEKYJISAPHO-T€HETUUECKOT0
uccyaenoBauuda. OTKPBITHE MOJEKYJISIPHON OCHOBBI
LQT cmocobeTBOBAIO 60JI€€ TIIYOOKOMY MOHUMAHUIO
2JIEKTPO(GUBUOJOINUECKUX MEXaHN3MOB PEIOJIsIPU-
3aIuu.

l'enoTun-cnenunpuuecKkne KINHUIECKHE
xapakrepuctuku cuaapoma LQT

Mopdomorua ST-T npu LQT1 nmpexncrasieHa pas-
HOMEPHO paciimpeHHBIM T-3y6IIoM, ToTga KaK IIpu
LQT2 uacTo oTMeuaeTcss HU3KOAMILIUTY/IHbBIH, 3a-
3yOpeHHBbIIT, pasaBoeHHbIH 3y6err T, a mpu LQT3
TMarueHThl [eMOHCTPUPYIOT VAJUHEHNEe NHTEePBAIa
QT B OCHOBHOM 3a CUET M303JIEKTPUUHOTO CETMEHTA
ST (puc. 13.4). [TauHbIe aJeKTPOKapauorpaduuec-
KMe MapKepbl ObLIN JeTaJbHO omucaubl L. Zang c
coaBT. [11]. Boabliioe 4yuci0 OTKJIOHEHUH OT “TH-
nuynaoit” Mmopdoaorunu ST-T 6bLI0 BBISABIEHO IIPU
BCEX TPEeX MeHOTHUIaxX CuHApoMa. YyBCTBUTEIbHOCTD
U crenu(UUHOCTh reHoTHUIN-crientupuueckux JKI'-
natTepHoB npu LQT1 u LQT2 cocrasaser ot 70 mo
80% , oHu 3HAUMTEIbHO HUKe mpu LQT3.

Nmerorca ykaszanus Ha TO, uTo yanuHeHue QTc
6osiee Beipaskeno npu LQT2 u LQT3 B cpaBHeHUU
c nepBeIM BapuaunToMm. [Ipu LQT4 onucan aByX-
dasuwiit T-3yder, a gaa namuentoB ¢ LQT7, kak
IPaBUJIO0, XapaKTepeH HOpMabHbIN QT-nHTEpBa
¢ BeIpaKeHHBIM U-3y0IloM, pasgesieHHbBIM OT 3y0-
ma T. Hemasuo onucauubiii BapuauT LQT10 acco-
MUUPyeTcA ¢ 9KCTpeMalbHO NIUHHBIM QT-uHTED-
Basiom (>600 Mmc), Bpo:kaeHHOI Opagukapauei (y
miaona) u AB-6GioKaznoii.

P. Schwartz c coast. B 2001 rogy BriepBbIe OIU-
caJl TeHOTUII-crienuprueckue Tpurrepsl i LQT1,
LQT2 u LQT3 [12]. Haubosiee yacTBLIM TPUTTEPOM
npu LQT1 cay:xut ctpecc, o0co0eHHO cTpece, obyc-
JIOBJIEHHBIN (pusnUyecKoil Harpyskoii (62% ). Ilpu
LQT2 cuHKOIIe U KeJyL0YKOBbIe apUTMUU IIPOBO-
IMUPYIOTCA PE3SKUM 3BYKOM WJINA 9MOIIMOHAJIbHBIM
BO30Y:KIeHNEM, B PaBHOM CcTemeHU (PU3UUECKON
Harpyskoit (13% ) unu Bo cue (15%), a mamueHTsI
¢ LQT3 pa3BuBaOT :KU3HEOIACHBIE aDUTMUU B II0-
Koe myu Bo BpeMsa cHa (39% ) u 3HaunuTeIbHO perke
mpu Harpyske (13%). Takske OBLJIO OIIKMCAHO, UTO
rnmaysasaBUCHUMas TaXUKaPAUA TUIA “TIUPYIT” HAU-
6osee yacTo BeTpevaeTcd npu LQT2 u 3HaUUTED-
Ho pe:ke npu LQT1 u LQTS3 [13]. Harpyska uiu
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SMOITMOHAJBHBIN cTpecc ObIIN OMMCAHBI KaK TPUT-
repubie (PAKTOPBI IJA KEJYIOUKOBBIX apUTMUL
npu LQT4, a runokajineMus acCOIUUPYETC C JKe-
JAYAOUKOBRIMU aputMmusamu npu LQTT.

CuMmnaruuecKas CTUMYJISIIUSA HEOAUHAKOBO
BJMAET Ha fuHAMUKY nHTepBaa QT y 60JIbHBIX C
Pa3IUYHBIMU MOJIEKYJSAPHO-TeHETUUYECKUMHU Ba-
puanTamu cuuagpoma. Ilpu LQT1 ma nuke ngeii-
cTBUA suuHedpuHa npoucxoaut yanunenue QTc,
coXpaHsIoIeecs JOCTATOUHO AJIUTEJIbHOE BPpeMs B
BoccTaHOBUTeabHOM Iepuoje. Ilpu LQT2 uurepsan
QTc Ha BBemeHMe sunHe(ppUHA TaKKe HECKOJIBKO Y/I-
JINHSIETCs, OJHAKO OBICTPO BO3BPAIIAeTCS K MCXO/I-
HbIM 3HaueHuAM. LQT3, HanpoTus, xapakTepusyer-
¢ MUHUMAJbHBIM yaianHeHueM QTc Ha Harpyske c
MOCJEAYIOIIUM OBICTPBIM YMEHBIIIeHNEeM KOPPUTH-
poBauuoro QT-mHTepBasia HUKe MCXOAHBIX 3HAUe-
Hui [14]. AHamornyHas fUHaAMUKa HabJogaeTcsa
IpHU IPOBeIeHNN TecTa ¢ GPUBUUECKOII HAarpy3KOIi.
ITanmenTsr ¢ LQT1 HemocTaTOYHO yUuaIaiT PUTM U
napagokcaabuo yaauaAaT QT-urarepsBan. BoabHbIE
¢ LQT2 cunocobGHBI yuamiaTh CepPAeUYHBI PUTM Ha
HarpysKe, a yaAJnHeHne KoppurupoBanuoro QT-uH-
TepBaJia He TaK 3HAUNTeJIbHO. [Ipu TpeTbeM reHeTu-
YeCcKOM BapHaHTe CUHIPOMAa UMeeT MEeCTO HOpMaJlb-
HbII (pusuosiornueckuit orser YCC Ha HArpyskKy u
COKpallleHre IPOJoIKUTEeIbHOCT nHTepBasia QT Ha
makcumyme UCC HUKe MCXOMHBIX 3HAUCHUIM.

Jleuenue 60JIBHBIX C CHHKOIIAJIbHOI (hopMOIi Iep-
BuuHoro LQT sakjaiouaeTrcss B MaKCUMAaJIbHOM HC-
KJIIOUEHUU TPUTTEPOB JKUBHEYTIPOKAIOIINX apUT-
Muil, crnenuduUecKuX A KasKJ0ro maiueHTa, uc-
KJIOUYEeHUU [IperIapaToB, CIOCOOHBIX YAJUHSTH
uHTepBaa QT (cnmcok BbIAaeTcda manueHTaM IIPU
BBIITMCKeE U3 CTAIlMOHApa), a TaK:Ke B 003aTeIbHOM
IJIUTEJIbHOM (IOKMBHEHHOM) Ha3HAUYEHUUW aHTU-
apuUTMUYeCcKOro mnpemnapara. IIpemapaTom mmepBoro
BbIOOpaA ABJIseTcA OeTa-0JI0KaTOp — IIPONPAHOJIOJI,
aTeHO0JI0JI, MeTOIIPOJIO Ui Hanoaos. OnHako agh-
GEeKTUBHOCTh Ha3HaUeHUs 0eTa-0I0KaTOPOB IpHU
LQT3 me moareep:xaena. ITo garusiMm A. Sauer c co-
aBT. [16], Tepanusa Gera-6i0KaTOpaMU CHUIKAET
puck cepaeuHbix coonTril HAa 60% . OHM 0COOEHHO
adderruusl npu LQT1 (81% ), mpu KOTOPOM PUCK
BHE3AITHOII CMepPTH HAIPSAIMYIO CBA3aH C peaKIluen
HA CUMIIATUYECKYI0 CTUMYJISIIHUIO.

IIpu BTOPOM W TpeTbeM BapuaHTaxX CHUHAPOMA
bGera-0J10KaTOPHI B IPOPUIAKTUKE aPUTMUUECKIX
cuMiToMoB MeHee sddexTuBHEI (53 1 50% cooTBeT-
crBeHHO). ITpu LQT3 6eTa-6,10KaTOPHI OTIKHBI ITPHU-
MEHATHCA C OCTOPOYKHOCTBIO o KoHTpoJsem YCC,
TaK KaK BhIPAKEHHOE CHUYKEeHNe YaCTOThI CepIeyHo-
0 PUTMA ITOBBIIIAET AUCIEPCUI0 PEIIOJIAPUIAIUY U
MOJKeT 00JieryaTh BOSHUKHOBEHUE TaXUKAPIUY TUIIA
“ImupyaT” IIPHU 9TOM BapHhaHTe CUHIPOMA.

Tepanuio LQT2 6bL1T0 IpeaI0:KeHo YCUJINBaTh Ha-
3HAUEHMEM IIPeIrapaToB Kauus (coaeps:KaHue 3JIeKT-

poJinTa B IJIa3Me KPOBU JKeJIaTeJIbHO MOAAEDIKUBATD
HA MaKCUMAaJIbHO JOIIYyCTUMOM YPOBHE) B COUETAHUM
¢ kaauicbeperaoiumu guyperukamu. OgHaKko 10
HACTOSAIIET0 BpeMeH! YOeIUTENLHBIX TOKa3aTeIbCTB
3(p(peKTUBHOCTH STOTO JIeUeHUA B CPABHEHNU C Ha3HAa-
yeHNEM 6eTa-0JIOKATOPOB He IIOJIYYeHO.

ITpu LQT3-BapuanTe cuagpoma P. Schwartz mep-
BbIM B 1995 romy npeaosKu HasHaueHre MeKCue-
TuHa (aHTHapuTMudYeckuil npemnapar Ib Kiacca) —
0JIOKaTOpa HATPHEBBLIX KaHaJOB. HaMU mOJIydYeHbl
OaHHBIE O TepaleBTUYeCKOM 3(D(heKTe OTeueCTBEH-
HOTO aHTHapUTMHUUECKOro mpemnapara I kigacca —
JanmaKoOHUTUHA TUApodpoMuia B fo3e 1 Mr/Kr/cyT
B Tpu mpuema JIauTeabHo y aereii ¢ LQT3. 9xcme-
PUMEHTAaJILHO OBLJIO MOATBEPIKAEHO, UTO AaHTUAPUT-
MUUYeCKUA s3PGeKT MeKCHUJIeTuHAa B OTHOIIEHUN
OpeayIpeKIeHUA PAa3BUTUA TaXUKAPIUU TUIIA
“mupysT”’ 00HAPYKUBAETCS IIPU BCeX TPEX BapuaH-
rax cuagpoma (LQT1-3). Ilokaszana apdexrTuB-
HOCTB Ipemnapara y 00JIbHBIX ¢ cCMHAPOMOM TumMoTu
(LQTS). [pyroii npemapat — 6JI0KaTOP HATPUEBBIX
KaHaJoB Ic Kyaacca (paekanHUm) — TaKKe IPoje-
MOHCTPHUPOBAJ CBOIO 3(p(heKTUBHOCTD y pAga 00JIb-
HBIX ¢ LQT3. B HacrosIiee BpeMsa peKOMEHIOBAaHO
IOTIOJHUTEJbHOE Ha3HaUeHUe OJioKaTopa HaTpue-
BBIX KaHAaJIOB K 0a30BO Tepanuu OeTa-0Jo0KaTOpa-
MU y O0JBHBIX C TPETHUM BapMAHTOM CHUHAPOMA.

B KoMOuMHMPOBAHHON aHTUAPUTMUUECKOII Tepa-
NUU TPU COXPaHEHUU CUHKOIIE Ha (hoHe MOHOTepa-
NUU aHTUAPUTMHUUYECKUM IIPEernapaToM y AeTel Mo-
JKeT OBITh 3(p(heKTUBHO HasHAUEeHUEe MPOTUBOCY/I0-
posKHOTO IIpemapara Kapbamasenuna. [Ipemapar
TaKiKe OKas3bIBaeT BJIUSAHVE HA WHAKTUBAIIUIO Ha-
TPUEBBIX KAHAJOB — MEXaHW3M peaJu3aluu Tpe-
Thero BapuanTa cuagpoma [27]. C menbio crabuiim-
3aIMy 9MOI[MOHAJIBLHOTO (hOHA, TPU IOBBIIIEHHON
TPEBOYKHOCTH, ITPOBOKAIIUY CUHKOMAJIBHBIX COCTO-
SAHUUA SMOIIMOHAJNBLHBIM BO30YKIeHUEeM IIOAKJII0va-
erca penubyT. IIpemapar objamaer sjaeMeHTaMU
HOOTPOITHOW aKTMBHOCTU, OKA3bIBAeT TPAHKBUJIN-
3upYyIoIliee AefiCcTBUE, YMEHBIIIaeT HATPAKEHHOCTD,
TpeBOTy, yayuliaerT coH. [Ipemaparsl Maruus y
6osbHBIX ¢ LQT yayumaror aganTamnuio QT K IOBBI-
nienno YCC npu mpoBemeHUN CTPEecCc-TEeCTOB.

T'enotumn okaswIiBaeT 060JbIIOE BIAUAHUE HA IIPO-
ruo3 LQT, aBiaasack Hapsaay ¢ BRIPAYKEHHBIM YIJIU-
"HenueM QTc (>500 Mc) TOBTOPHBIMU CUHKOIIAJb-
HBIMU COCTOAHUAMU U KIMHUUYECKOH CMEPTHIO B
aHamMHe3e, HedaBucuMBIM mmpeagukTopom BCC. Be-
POATHOCTH PA3BUTUA IEPBOTO dIIM30/1a JKUSHEYTPO-
JKamleil aputMmuu B Bodpacte 10 40 jger Haubosee
BbICOKA y 00bHBIX ¢ LQT2 (46% ). IIpu LQT3 u
LQT1 ona cocrasasier 42 u 30% cOOTBETCTBEHHO
[15]. ITonm Takske BAMAET HA BEPOATHOCTH CEpIedU-
HBIX coObITUi. IIpm sTOM GOJIee BLICOKA BEPOSAT-
HOCTh KapAMOTeHHBIX CUHKOIIe Yy sKeHuH ¢ LQT2.
B nmpoTuBomoI0KHOCTE 3TOMY MY:KUNHBEI ¢ LQT3
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uMeIoT 0oJiee BBICOKYIO UaCTOTY CUHKOIIEe. B 1meom,
KaK OBLJIO OTMEUEeHO paHee, BO3PACT BOBHUKHOBE-
HUS IIEPBOT0 CUHKOIIE HUIKE Y JIUIT MYKCKOTO IT0JIa.

NmnnasnTanms sIeKTPOKapANOCTUMYJIATOPA pac-
CMATPUBAETCS B HACTOSAIIEE BPeMs KaK JOIIOJHUTE T b-
HBIN pecypc TPoMUIAKTUKY ITIOBTOPHBIX apUTMIUEC-
Kux cobpITuii y 60sbHBIX ¢ LQT3. Kpome Toro, mpu
LQT2 ummnnauranua OKC moxkeT 00Cy:KIaThCA IPU
BBISIBJIEHUH 11ay3a3aBUCUMON TaXUKaAPANY TUIIA “‘TIN-
pyaT”. Ilomo:KuTeIbHBIN 3(PMEKT CriaasKuBaHUA Uac-
TOTBI cepieuHoro puTMa rpu uMinianTanuu IKC Heo-
JTHOKPATHO MOJUEPKUBAJICA PA3IUYHBIMU aBTOPAMU.

WmnnaHTanma xapauoBepTepa-neudpuiiasaTopa
HmOoKasaHa ImalueHTaM ¢ BbICOKUM puckom BCC
(KJIMHUYECKAass CMEPTh B aHAMHe3€e UJIN TTOBTOPHBIE
cUHKOIIe Ha ()OHEe IPOBOAUMON AHTHAPUTMUUIECKOI
Tepanuu). Kak mpasuiio, Ipu UMIJIAHTAIIN COBpPe-
MEHHOT'0 aHTMAPUTMUYECKOTO YCTPOMCTBA HAPAILY
¢ QYHRIUAMU OepuOpPUIIATOPA UCIOJIb3YETCS
GYHKIIUA 3JIEKTPOKAPAUOCTUMYIAIUA.

CHHIPOM LQT B COYETAHHNH
C MHOJKECTBEHHBIM ITIOPASKEHHUEM
OPT'AHOB 1 CUCTEM

Cpenu Bcex BapuaHToB LQT ocoboe mecTo mpuHai-
JIEXKUT TPEM, [P KOTOPBIX HAPAAY C YAJIUHEHUEM
uHTepBasaa QT 1 KapAMOTeHHBIMY ITPUCTYIIAMU IOTE-
pu cosHaHUA HaA (POHE KUBHEYTPOKAIOINX apUTMUH
MMeeT MEeCTO TS KeJIoe MopakeHre IPYTUX OPraHoB 1
cucreMm. K HuM orHOocsaTca cuuapom [[»xkepBesia—
Jlanre—Hwuibcena (coueranme LQT ¢ HeitpoceHCOPHOT
Tyroyxoctbo) [7], cuaapom AHgepcena—TaBuia
(LQT ¢ motmmopdHOIT KeTyJOUKOBOM TaXUKapAne,
MepUOAUUYECKUMU IapaJudyaMy U CKeJIeTHBIMU aHO-
manuamu) [8] u cuuapom Tumoru [9].

Cunapom Tumoru (LQTS8)

LQT8 guarsoctupyercs Ha OCHOBAHUY COUETAHMS
TOpaKeHUsA CEPHEYHO-COCYANCTON CUCTEMBI (3KCTPE-
MaJIbHOTO yanuHeHuA nHTepBana QT ¢ BeicoKoaMmI-
autynabiM 3yorom U, AB-6sokaznoii II cremenn u,
BO3MOXKHO, IOPOKaMMU Cep/Iia) C CHHIAKTIINEN, TPaH-
BUTOPHLIMM MeTA00JIMIECKUMY HAPYIIEHUAMU, aHO-
MaJuAMU YMCTBEHHOTO U IICUXUYECKOT'0 PAa3BUTUA,
UMMYHOAeDUIIUTHLIMU cocToOAHNAMY (Tada. 13.2).
s aToro cuHAPOMAa, KOTOPBIA 0003HAUAETCA KaK
8-11 moneKyasapHO-TeHeTnUecKuit BapuauT LQT, xa-
PaKTEePHO 3JI0KAUECTBEHHOE TeUEHNE ¢ KpaliHe BBICO-
KVM PUCKOM Pa3BUTUA BHE3AITHON CMEPTHU B PAHHEM
Bospacte. C 1989 roga mo HacTodAIllee BpeMs B MUDPe
onmcano 22 mamueHTa ¢ 3TuM 3adoseBanuem, 10 u3
KOTOPBIX YMepJIu B Bo3pacTe o 2,5 Jer.

ITpu coueranuu LQT ¢ mopakeHreM Apyrux op-
TaHOB U CHUCTEM aKI[€HT B AUArHOCTUKE CTABUTCSA
Ha 00JIee OUEBUIHYIO IIATOJOTHUIO, B TO BpeMdA KaK
IPOTEeKAaIoIe HeKOTOpOoe BpeMsa 0e3 BBIPaKeH-
HBIX KJIMHUYECKUX NPOABJIEHUN 3JIEKTPOJUTHEIE

T ‘ BigBook [210x290]-2.p65 322

HapyIIeHUs B MUOKAap/e, COMPSIKeHHbIe C PUCKOM
BHE3AMHOI CMEepPTHU, KaK IPaBUJO0, AJUTEJIbHO He
IUarHOCTUPYIOTCA BILJIOTH 40 MaHUDECTAIIUN Kap-
OIUOTEeHHBIX MPUCTYIOB HOTEepPU cosHaHus. Ilo-
3IHAS JUArHOCTUKA 3HAUUTEJIBHO yCYyTry0Jasier He-
0JIAaTOTIPUATHBIN IIPOTHO3 3a00JIeBaHUS.
Cungpom TumMoTu ABIAETCA PeIKUM HacCJIeH-
CTBEHHBIM 3a00JIeBAHUEM, PACIPOCTPAHEHHOCTDb
KOTOPOTO B MOIMYyJAIMYA He ycTaHoBJeHa. IlepBoe
omucanue cuHapoma otrHocurcda K 1989 r. JoxTop
Katherine W. Timothy u3 yHuBepcuTera mrrara
IOra, BuepBhIe faeT oNMCaHUe JaHHOI'0 CUHAPOMA,
y HabJrogaeMoro e pebeHKa B Bo3pacTe 2,5 JieT ¢
CUHAAKTUJINEH B COUeTAHUY C YAJIUHEHHBIM UHTED-
Basiom QT. XapakTepHOil 0COOEHHOCTBIO CHHAPOMA
SIBJISIETCS YCTOMUYMBOE COUEeTaHUE PeIKUX KINHU-
yecKUX (PEHOMeHOB — yaaunHeHusa nHtepBaia QT c

Tabruua 13.2
YacTora BCTpeuYaeMOCTH Pa3IUYHBIX
(heHOTHIIMYUECKUX IMPUSHAKOB KJIACCHYECKOI0
cuagpoma Tumotu
(mo pesyabratam obciaemoBanug 17 6oabHbIX) [9]

Yanuvenne uHtepeana QT %
[MopaxeHue Aputmms:
CEPABIHO- Bpamukapavs, AB-6nokapa 94%
gocymmcTol XXenyno4koBas TaxuapuTMus 1%
CUCTEMbI
OTKpbITbI apTEPUANbHBIA NPOTOK 59%
[unepTpoduyeckas kapamommonarus 50%
OTpbiTOE OBaNbHOE OKHO 29%
JedekTsl MexokenyaoukoBoii neperopoaku| 18%
Tetpapa danno 6%
Hesponoruyeckue | AyTuHble paccTpoiicTsa 80%
paccTpoucTsa Aytiam 60%
[unotonns 40%
3anepxka NCuXU4eckoro passuThs 25%
dnunenTuyeckme NPUNaaK1 21%
BpoHxoneroytbie | [THEBMOHUM/BPOHXUTBI 47%
3abonesatms TNeroyHas runepTeHaus 21%
OHIOKPUHHBIE [mnornukemus 36%
HapyLIeHus TunokanbLmeMms 33%
TunoTupeouanam 8%
[pyrve npuaHaku | Cunpaktuavs 100%
OTcyTCTBME BOSIOC MPY POXAEHUN 100%
ManeHbkue 3y6bl 100%
Jlnuesoit aucmopdusm 53%
Kapwo3Hble nonoctu 50%
MIMMyHOaMdEUUTHBIE COCTOSIHMS 43%
Tvunotepmus 33%
CuHyCuTbI 29%
Mwuonus 25%
IMoBbILLEHHas aKTMBHOCTL PBOTHOO pedneca | 31%
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AB-6mokanoii IT crennenu (puc. 13.5 u 13.6) u cus-
maxtuanein (puc. 13.7). Bce aTu cumMmIirToMmbl oOHa- dl .
pyxusatorcsa y 100% 6GOJBHBIX ¢ JaHHBIM CUHIPO- N1 85;; &
MoM. HecMOTpsa Ha TO UTO B JUTepaType OMHCAHO RR (hc)
TOJILKO 22 ciayuas cuaapoMa TruMoTu, B HacTosAIIIee

BpeMs IIPeNCcTaBJIsIeTCs BO3MOMKHBIM CYyJAUTh O Ba-
puabebHOCTU APYTUX, MeHee YCTONUYNBBIX KJINHU-
YeCKUX IPOABICHNUN, TAKUX KaK BPOXKIEHHEIE IIo- VI
poxu cepaiia (OTKPBITOE OBAJIbHOE OKHO, OTKPBITHII
apTepuaJIbHBIN IIPOTOK, TeTpana Pajio, medexTsl -
MEXKIKeJIyIOUYKOBOI TTeperopogK), KapAnOMMOIIa-
TUY, HEBPOJIOTUYECK e HAPYIIIeHUs, UMMYyHO1e(hu-
IIATHBIE COCTOAHUSA U, KaK CJIeJCTBUE, YaCTO pasBu- = = [+
BamIrecsa OPOHXO0JIeTOUHbIe 3a00JIeBaHUA, JIETOU-
Hasl TUIEePTEeH3Usd, SHJOKPUHHBIE TUCHYHKIIUU.
IIprunHOI cMepTHU CIYKAaT JKeJyJOUKOBbIe apuT-
MHUU, HepeJKO pa3BUBaloNirecsa Ha (poHe MHPeKIni
U TUIOTJINKEMUU, a CPEJHUM BO3PACT YMEPIIUX I1a-
IIUEeHTOB IIPU STOM MATOJIOTUU COCTaBJAeT 2,5 roja. vl

"32;:%& 78 R

y
il

03:

—<

Puc. 13.6. ®parmeHT X0NTEPOBCKOr0 MOHUTOPUPOBAHUA PebeH-
Ka 2,5 ner c cungpomom Tumoru. 06paTuTe BHUMAHM, YTO Ha HoHe

1 BbIPAXEHHOW CUHYCOBO 6papukapauu (UCC 78 B MUH) perncrpu-
pyeTcs BhIpaxeHHoe yanuHenue untepsana QT, BhiABRAeTCA Mak-

poanbTepHauus 3ybua T (ykasaHa cTpenkammu)

@ M. Keating ¢ rpynmoii koJier us I'apBapacKkoro @
111 yHuBepcutera B oKTs0pe 2004 roma oOHAPYKUIT Y

15 marnueHTOB ¢ KIMHUYECKU JUATHOCTUPOBAHHBIM
cuagpoMoM THMOTH ayTOCOMHO-JOMUHAHTHYIO MY-

-\,\ ﬁthr%ﬂ /—~ raruio de novo G406R B reme 8 CACNA1C, xoxu-
pyfomem CaV1.2 L-Tun cepAedyHBbIX KaJIbIIUEBBIX
AUL VJ¥———\('\ A A_  xaxamoB [10]. B ocranbHBIX MBBECTHBIX CIydYaAx
| cunapoma TUMOTH AUArHO3 OCHOBBIBAJICA Ha KJIU-

HUKO-3JIeKTPOKapAuorpahuIecKnx faHHBIX. Bl

Al
Tﬂ /‘/\/\_M.__/u\l_/_.ﬁ/\,__/\]\{fgmk_ YCTaAHOBJIEHBI 1BA MOJIEKYJIAPHO-TeHETUYECKNX Ba-

puanTa cuaapoma TumMoTH, OOUH 13 KOTOPBIX OBLI

L N r\ obycaoBiaeH muccenc-mytarnueir G406R B sk30He
e /
EEEg 2 i :

u3

AUR

Puc. 13.5. Pe6erok 2,5 ner ¢ cunapomom Tumoru. Ha 3KT pe-
TUCTPUPYETCA BhpaXKeHHasa purnpHas 6pagnkapaus ¢ YCC 60-62 B Puc. 13.7. Cunpakrunua IV-V nanbues Kucreu, 10KTeBas je-

muH, AB-6n0xaza II cremenn 2:1, yanunerue unrepsana QT go 700 Buayusa III nanbues Kucrei y pebenka 2,5 ner ¢ CMHAPOMOM
mc (QTc=687mc) Tumoru
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8a-rera CACNAI1C u omucaH KaK KJIaCCUUYECKUN
tut (13 ciydaeB), 1 HETUIUYHBIA BapuaHT (2 ciy-
yasi), BBIBBAHHBIN OJHOU WU JABYMS MYTAIlUIMU
G406R u G402S B 8-M 9K30He 3TOTO Ke reHa (130-
dopwma). IIpy HETUOUYHOM BapHaHTe OTMEUYEHO 0O-
Jiee BeIpakeHHoe yaanHeHue nuTepBana QT ¢ 607b-
el 4acTOTOI BBIABJICHUS JKEJYJOUKOBBIX apuT-
Muii (coMaTHUYeCKUT MO3auIu3M). ¥ poAmuTesieit
npobaHaoB ¢ cuHApoMoM TuMoTu 3abosieBaHUe He
OBLJIO MTOATBEP K AEHO, OJHAKO B Pslie CIAyUaeB NMeT
MECTO CBOMCTBEHHBIN POJCTBEHHUKAM IIPOOAHIOB C
cuagpomom AHutepcena—Tasuia (CAT) comatuuec-
Kuit Mo3aunusM. PUCK AJig cuOCOB IPoOaH 0B IIPU
curapomMe TUMOTH paciieHnBaeTCA KaK MUHUMAJIb-
HBIN, HO, IIOCKOJIBKY Y POAUTEJEIl MOKET IPUCYT-
CTBOBATh COMAaTHUYECKUI MO3auII3M, CIOCOB OTHO-
cart k rpynie pucka BCC 1o BO3MOKHOMY HAJTUUNIO
myranuii B reaie CACNA1C.

JleueHnune OOJTBLHBIX C CHHAPOMOM THMOTH 3aKJIIO-
yaeTcsd B HadHaueHUU 6eTa-6J0KATOPOB C IEJILIO
crabunusanuu natepBaaa QT u npeaynpe:RkIeHUs
JKEeJYIOUYKOBBIX apUTMUIl, UMIIJIAHTAIIUU SJIEKT-
POKapAMOCTUMYJISATOPA IJd KOHTposa AB-60Ka-
oul 2:1 1 cBA3aHHOM ¢ Hell OpaguKapaAuy U UMILIaH-
Taluu KapauoBepTepa-ned@udpuaIaTopa ¢ Iebio
npenynpe:xaeHUsA BHE3AIHOU cepaedyHoll cMepTHu
6oapHOTO (pHc. 13.8). UMniaHTaiua aHTUAPUTMU-
YeCcKOro YCTPOICTBA MOJIKHA OBITH Ipou3BeaeHa
KaK MOKHO PaHbIIle, YUNTHIBAS BHICOKUI PUCK pas-
BUTHSA JIETAJIbHOTO MCXOZAa B Bo3pacTe a0 2,5 JerT.
Kaunnueckoe HabJIOAeHNE TOMUMO KOHTPOJIS
dhaxToOpoB prCcKa 0043aTEIbHO BKJIYAET MOHUTO-
PHUHT YPOBHS TJIIOKO3bI B KPOBU, TaK Kak OeTa-0J10-

Ivanova, Ol'ga
1408

Puc. 13.8. PeHTTeHOBCKUI CTON-KaAp, WANIOCTPUPYIOWUNA TT0-
3ULUU INEKTPOAOB Y 60NbHOM 2,5 1T ¢ UMIIAHTUPOBAHHLIM
HK]] ¢ 3xcTpakapAnanbHbiM (NMOAKOXHLIM) PaCIONOKEHUEM
LIOKOBOTO 371€KTPOAA
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KaTOPhbl MOI'YT MaCKMPOBATh I'MIIOTJIMKEMHNYEeCKHe
COCTOAHUA.

Cungpom Angepcena—Tasumna (LQT7)

LQT7 — penkas maTojorus, XxapakTepusyoIas-
cA MePUOANYECKUM ITapainuoM (TUIIEP- WJIN TUIIO-
KaJINeMUUYeCKUM), JKeJyJAOUKOBbIMU HAPYIIEeHUA-
MU PUTMa cepAla (maske IPU HOPMOKAJIUEMUN) U
pucMopdoreneTudeckuMu yepramu. Taxkoii cueru-
duueckuii penorun CAT o6bsaACHAETCA COUETAHUEM
aHOMAJWH PAa3BUTUS CKEJEeTHON MYCKYJaTyphl U
mMuokapza. JInmeBoit gucMop(U3M YaCTO ABIAETCA
KJIIOUOM K JUArHOCTHKe CUHApoMa. BHyTpu omHOHI
CeMbM MOTYT BCTpeUaThbCdA JIUIlA KaK C TUOUYHON
KapTUHOM 3a00JieBaHUs, TAK U C N30JUPOBAHHBIMU
BJIEKTPOKapAuorpapuIecCKUMY U3MEHEeHUAMU, KO-
TOPpbI€ MOTYT 6I:ITB €INHCTBEHHBIMU IIPDU3HAKAMU
CAT. Iloxasano, uro CAT nerepMuHUPOBAH MyTa-
mueit B reie KCNJ2, KoaupyroIeM BOJIbTasK3aBU-
cuMble KayueBble KaHaubl (Kir2.1) [8]. Okouso 15%
nanueHToB ¢ CAT pasBuBaroT runepraaneMuyec-
KIHe SIM304bI IePUOIuUYecKoro mapauaunya, 20% —
HOpMOKajIueMmuuyecKkue u 65% — rumoxasmemMuyec-
Kure nmapasmun. TpurrepamMu ABJIAIOTCS COJIE€BAA TN~
eTa W Impemaparsl Kajud, a TaK)Ke IIepHUoJ BocCcTa-
HOBJeHUA moctie pusdmueckoir Harpysku. Ilepuon
BOCCTAHOBJIEHUA IIOCJ€e TAaKUX IIPUCTYIOB JOCTA-
TOUYHO JJINTEJbHBII, 3aHIMaeT 0OK0JI0 24—48 uacos.
C BO3pAcCTOM SIIMBOABI Tapania CTAHOBATCS PerKe
U KOpOUYe II0 IPOJOJIKUTEIbHOCTH [24].

Y 50% mnamuentosB ¢ CAT mabiaromaercs ymiu-
Heuue uHTepBasa QT ma OKT', uTo mocayKujo oc-
HOBAaHWEM OTHECTH CHUHAPOM AHJepceHa B IpyI-
ny s3aboseBaHUM ¢ yaauHeHueM uHTepBasa QT
kaxk LQT7. KenymoukoBblie apuTMum HabJI01a-
oress y 84% nanuentos ¢ CAT, ay 32% wumeer
MeCTO ABYHAIIpaBJIeHHAA JKEJYLOUKOBadA TaxXU-
Kapaus (puc. 13.9). ¥V 10% nammenToB oTMeua-
I0OTCS ePUOJUYECKNEe OCTAHOBKY CEPAILA.

¥ 6oaBITTMHCTBA TTAITUEHTOB C CHUHAPOMOM AHIep-
ceHa UMEIOT MeCTO 0COOEHHOCTH KOHEUHOH YacTu
sKesynouKoBoro kommiaekca Ha IKI. 3yber T ume-
eT criequ(PpUIecKyio KOHPUTypauio ¢ IOKATbIM pa-
CTAHYTHIM HUCXOIAIIUM KoJieHOM. MoryT Tak:ke
BBIABJIATHCA mupokuit 3ydern, TU u nByxdasHbi
mupokuii 3ybert U. Taxkasa ocoberrocTs TU-BOSTHEBI
00ycJIoBJIeHA YMEHBIIIEHUEM BXOZAIIET0 KaJneBo-
T0 TOKa B pedyJsibrare MmyTranuu B reHe KCNJ2. Coe-
nuduueckuii 3yben, U aBiaserca auddepeHIInaIb-
HO-IMATrHOCTUYECKUM IPU3HAKOM, ITO3BOJIAIOIAM
B pAAE CIOKHBIX JIA TMATHOCTUKY CIyYaeB OTJIU-
YUTH CUHJADPOM AHIepceHa OT KaTexoJaMUHePTu-
4eCKOM ImoJuMOp(HOHN XKeJTyZ0UKOBOI TaxuKap-
INU, KOTOpasA acCOIUUPYETCs C MyTaIusaMU B Ka-
nanax RyR2 u CASQ2.

BosbIinas yacTs MarueHToB ¢ CUHAPOMOM AHep-
CeHa, Y KOTOPHIX PETUCTPUPYETCS JKEeIyTOUKOBA
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Puc. 13.9. MonumopdHasn enya0uKoBasA TaxMKapana y pebex-
Ka ¢ cunapomoM AHpepcena-TaBuna, 3aperucTpupoBaHHas B
CTaHAAPTHLIX U ycuneHHbIX JKI-oTBegeHUAX

apuTMunud, aCHMIITOMHBI. OHHC&HBI TaKXe GOJ'IBHBIG
¢ cuHApoMOM AHZEepceHa, ¥ KOTOPBIX YKEeJIYIOUKO-
Bad apUTMUA COUETAETCA C JUIATAIINOHHON Kap u-
OMUOTIaTHEMN.

Cpenu HamboJIEE YACTO BCTPEUAEMBIX AUCMOP(dU-
YEeCKUX UePT — IMIUPOKUL JIOO, TUTIOILIAa3Us BePXHEH
YeJIIOCTHU, TUIOTEJIOPU3M, HUBKOPACIOJIOKEeHHBIE
VIIHBIE€ PAKOBUHBI, CHHIAKTHUJINA IIAJbIIEB PYK U
Hor (II-IIT). OTHOCUTENFHAA MUKPOIledasna TaKKe
xapakTepHa 1A 6oabHbIX ¢ CAT. Cpenu apyrux, He-
YacCTO BCTPEUAEMBIX IIPU3HAKOB, — MaJIEHbKNE KUCTU
DPYK ¥ CTOIIBI, PACIIIeNIeHre TBepaoro Heba, ToThuec-
Koe Hebo.

Jleuenne nanuenTos ¢ CAT moaxkHO OBITE corJia-
COBaHO MEJKY HEBPOIIATOJIOTaMHU U KapAMoJIoTaMu,
OHO HAI[eJIeHO Ha YMEeHbIIeHNe YacTOThl U BhIpA-
JKeHHOCTU MIPUCTYIOB IMEePUOJUUYECKOT0 Tapajinya u
HaMPaBJEHO HAa KOHTPOJb HADPYIIEHUH PUTMa cep-
nra. C mesnbio TpopuIaKTUKY TOBTOPHBIX aTak Iie-
PUOAUYECKOT0 Iapaanya IPUMEHAIOT NHTUOUTOPHI
KapOoaHTUAPA3HI (arleTas3osaMui Ui TuxjaopdeHa-
MHUI), a TaKiKe KaauicOeperaminrue IUypPeTUKHT
(cnmupoHOJMaKTOH uau TpuamMrepeH). C meabo mIpo-
GUTAKTUKY KUBHEYTPOYKAIOIIINX apUTMUI HE00XO0-
OVMO, KaK U IIPU APYIUX BapuaHTaxX yAJIUHEHHOI'O
unTtepBasa QT, usberaTh TPUTTEPOB (AMOITMOHAI -
HBIX U (DUBUUECKOX CTPECCOB; IIPEIapaToB, CII0CO0-
HBIX yAanHATH nHTepBaa QT). CrangaprHOE aHTH-
apUTMHUUECKOE JIeUeHNEe 3aKJJII0YAETCSA B JJIUTEb-

HOM IIpruemMe 0eTa-6JI0KaTOPOB B MHEBHOM mo3e (2—
3 mr/kKr). CunTaeTcs ONTUMAJbHBLIM YAEPIKUBATH
BepXHee 3HAYEHUE YAaCTOThI CEPAEUYHOTO PUTMA B
npenenax 130 B MmuH. BiiokaTopsl KaJabIlMeBBIX Ka-
HAJIOB, TaKVe KaK aMJIOJUNUH U HU(pEeIUTINH, TaK-
JKe IMMoKas3aJid ¢cBOI0 d3(Pp(PeKTUBHOCTD y I1€JIOTO pALa
nanueHToB. UMnaaHTanus Kapauopeprepa-aeduo-
puIATOpA MOKAa3aHa MalueHTaM C BHICOKUM PUC-
koM BCC, mpu aToM Tepanusa 6era-6J0KaTopaMu OC-
TaeTcs HeOOXOAMMBIM 3JIEMEHTOM KOMOWMHUPOBAH-
HOIl Tepanuu. Elle olHUM TepaleBTHUYECKUM
pecypcoM ABJSETCA JIEBOCTOPOHHAS CUMIIATIKTO-
MU, 9QPEeKTUBHOCTh KOTOPOU OblJIa JOKa3aHa
TMOKAa JIUIIb B €IMHUYHBIX caydaax [24].

Cunapom yrkopoueHHoro uateprasa QT

ATOT CUHIPOM M3BEeCTEH OTHOCUTEJIbHO HeIaBHO,
¢ 2000 r., xorzma OblyIa omHMcaHa IepBas CeMbs C Ta-
poKcuaMaJbHOU (pubpuananueiir mpeacepauii u
yrkopoueHuem nHTepBasa QT [18]. Boabubie cTpa-
OAIOT IIPUCTyIIaMX IIOTEPU CO3HAHUA N MMEIOT II0-
BeIeHHBIN pruck BCC, ocobeHHO B mepuoa HOBO-
po:xkmennoctu [19].

O,Z[HI/IM "3 OCHOBHBIX 3TaIllIOB JUAT'HOCTUKIM CUH/-
poMa, OTHOCSAIIET0Cs K IIEPBUYHBIM 3JIeKTPUUECKUM
3a00I€BaHUAM CEP/Ila, ABIAETCSI O0Hapy KeHUe Ha
craugzaptaoii KT ycroiiumBoro yKopoueHuA (II0
CpaBHEHUIO C HOPMO) ITPOAOIKUTEILHOCTA UHTEP-
Basia QT. BaskHoe 3HaueHNe B JUATHOCTHUKE MMEIOT
mporpaMMbl monyaAanunonHoro OKI-ckpunuura,
BKJIIOUAs AMCIIaHCepU3alinio HacegeHua. Jlajgee au-
arHO3 YTOUHSAETCA Ha OCHOBE KOMILJIEKCHBIX KPUTe-
pues [19]. IIpu cmopagnuecKuxX 6€CCUMITOMHBIX
cayJyasaX CBOEBPEeMEeHHBI TPaBUIbHBIN 3JIEKTPOKAp-
nuorpa)muecKmnil AUArHO3 ABISAETCA eJUHCTBEHHBIM
IIaHCOM JAJiA OOJBHOTO Ha MOJyUYeHUe aJeKBaTHOMN
MEIUIIMHCKOM ITOMOIITM.

Cunapom yKopoueHHOTO mHTepBaaa QT xapakTe-
pusyerca KopoTkuM mHTepBasomM QT uma IKT
(QTc<300 mc) 1 BBICOKMM PUCKOM DPa3BUTUS CUH-
kome u BCC BciieicTBUE PasBUTUS KU3HEYT'DOKA-
OIMUX KeJYAOUKOBBIX apuTmuii. CHHKOIE U BHe-
3amHasA CMEPTh BO3BHUKAIOT B IOKOE, HO BO3MOYKHO
UX pasBuTHe U Ha (poHe HaArpysKu. VIHOTZA YKOPO-
yenune QT accomumpyercsa y TaKUX MAIlUEHTOB C
STU30MaMU PUOPUIIIAIINY TPEeICeParil.

Myratiuu, TpuBOAAIINE K YKOPOUECHUIO ITOTEHITHAA-
Ja rIILeI‘/'ICTBI/Iﬂ, IIATOITHOMOHUYHBIEC OJId JAHHOI'O CHH/-
poma, O6bLmu BhIABJEHBI B TeHax HERG, KCNQ1,
KCNJ2, CACNA1C u CACNB2b, ji0Ka/IM30BaHHBIX B
xpomocomax 7,10,11,12 1 17 (cm. Ta6a.13.1). Takum
obpasoMm, Takke Kak u LQT, curapoM yKOpoueHHOTO
uHTepBana QT aBisgeTcAa reHeTUUEeCKU TeTePOTeHHBIM
3aboneBaHueM. MHTEepeceH TOT (paKT, UTO UEThIpE U3
IIATH BBIIIEIIEPEUYNCJIEHHBIX I'€HOB BOBJIEUEHEI U B I'e-
He3 LQT, omHaKo MyTaiuu, CBA3aHHBIE C CHIPOMOM
yKopoueHHOTO mHTepBasa QT, yBeIuunBaOT MOIII-
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HOCTb PeroJispusaliii, a He CHUKAIOT ee, KaK 9TO
Habmogaercsa npu LQT. Ha ceroguAIamii 1eHb YeThI-
pe MOJIeKYJIIPHO-TeHEeTUUEeCKUX BapraHTa CUHAPOMA
SQT1, SQT3, SQT4 u SQT5 onucanbl Kak ceMelHbIe
cayuar. CHHIPOM ObLT BBISIBJIEH Y JIMII 000€T0 0JIa BO
BceX 00CJIeI0BAHHBIX ITOKOJIEHUSIX, UTO II0Ipa3yMeBa-
€T ayTOCOMHO-IOMUHAHTHBINA TUII HacJIefoBaHus. BTo-
PO¥ MOJIEKYJIAPHO-TeHETUUECKUI BapUaHT CUHIPOMA
SQT2 onucan Kak cnopaguueckuii cayuaii. K 2008 r.
B iuTeparype ObLIo onrcano 6osee 50 60abHBIX 13 12
ceMeil ¥ HeCKOJIBKO CIIOPAANYECKUX CIYUAEB JaHHOTO
cuHApOMAa. B GOJIBIIIMHCTBE T€HEeTUUYECKU IIOITBEP K-
IEeHHBIX CJyYaeB ObLIV BBLISIBJIEHBI MyTallUU B I'eHe
KCNH2 (SQT1) c “ropsaueit sounoii” (hot spot) B
N588K. Koppensamuu Mex1y (heHOTUIIMUECKIMHU IIPO-
SABJIEHUAMU U TeHEeTUUECKUMY BapUAHTAMU U3YUAaIOT-
Cs1 IO HACTOSIIEr0 BPeMEeHMU.

KinuunuecKkue OposBIeHUA CUHAPOMA IreTepo-
TeHHbI — BBIABJIEH BHIPAKEHHBIN MeyKceMelHbI
U BHYTpUCeMelHbI moaumMoppusm. B camom
0oJBIIIOM OmMHcaHuU, npeacraBieHHoM B 2006 r.
C. Guistetto ¢ coaBr., peub uzer o 29 mamuenTax c
CHUHIPOMOM yKOpoueHHOTO nHTepBasaa QT, 13 Koro-
puIxX xapakTepHble Mg SQT1 myTaiuy ObLIN BBISB-
JIeHBI TOJIBKO B 25% cayuaeB. Kiunuueckass MaHU-
decrarusa 3aboieBaHUSA BapbUPOBaJa OT 1 Mec JKu3-
HU 10 62-1eTHero Bos3pacrta. Camomy crapiieMmy
UJeHy CeMbU, UMEMIIeMy YKOpOUeHne NHTepBaia
QTc menee 300 mc, 66110 80 Jer. Okoso 62% maiu-
€HTOB C YKOPOUeHHBLIM nHTepBayioM QT B 9T0i cembe
MMeJIV CUMIITOMBI, HanboJiee 4acTo — OCTAHOBKY cep-
nma (31%). Ilpu aToM KIMHUUYECKas CMePTh ObLIa
IePBBIM IIPOSABJIEHNEM 3a00JIeBAHUSA Y ITOAABIAIOIIe-
T0 YHMCJia TaIllIeHToB. Y IBYX JeTell ¢ JTaHHBIM CHUH/I-
poMOM KJIMHWYECKAas CMePTh ObLiIa 3aperucTpupoBa-
HaA B OUEHb PAHHEM BO3pacTe — Ha IMEePBOM MeCsIle
JKUBHU, YTO IT03BOJIAET IIPEAIIOJOKUTh BOSMOIKHOE
3HAUeHMNe CUHApPOMAa YKopoueHHOro nHTepBaia QT B
reHe3e CUHAPOMAa BHE3AIHOII CMEePTH JeTeil TPyqHO-
ro Bodpacra. Omrymienus cepanedruenns ObLIN BTO-
PBIM II0 YACTOTE CUMIITOMOM 3a00JI€eBaHUA B TaHHOM
cembe 1 oTMeyasuch y 31% 00abHBIX, B 24% ciyua-
€B OHU COIIPOBOKIAINCEH CUHKOIIE. ¥ 17% marueHToB
ePBBIM KJINHAYECKHUM CUMIITOMOM ObLIa (hrOPUILIs-
nusa npeacepauii. Ilo MEeHMIO psafa UcciefoBaTesei,
YaCTOTA ee BbIABJIEHUS [IPU JAHHOM CUHIPOME TOCTHU-
raeT 31% . VI3 Apyrux KINHUYECKUX IIPOSIBIEHUI Ua-
CTO MMeJia MECTO KeJIyAOUKOBas 9KCTPACUCTOIUS.
CuMinTomMbI He oTMedaanch B 38% ciyuaes, Bce 5TH
TMaleHTh! ObLIN BBISBJIEHBI B CBA3U C OOHADYKEHU-
€M CUMIITOMATUYECKOI0 TeUeHUs 3a001€BaHUs Y IPY-
T'UX YJIEHOB CEMbH, B pAMKaX CEMEeHOro IeJIeHaIpas-
nerHoro OKTI-ckpuHUHTA.

EnuHcTBEeHHBIN IpeJCcTaBJIeHHBIN B JIUTEpaType
cayuait SQT2 aBasiercsa cropaguueckuMm. CHHIPOM
BbISIBJIeH y 70-JIeTHEero MyKUMHBI, YCIIEIITHO peatu-
MUPOBAHHOIO Iocjie QGUOPUIIANUN 3KeJTYI0UKOB.
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SQT3 BBIABJIEH Y IBYX UJIEHOB OJJHOM CEMbHU — H-JIET-
Hel NeBOYKHU (ACMMIITOMHOE TeueHre) U 35-JIeTHETO
oTIla pebeHKa, CTPAJAaIoNero YacTbIMU HOUHBIMU
npucTynamu cepareonenuii. SQT4 6bLT omucaH y IBYX
HaIleHTOB 13 HEPOJACTBEHHBIX ceMeii, a SQTH —y 7
manueHToOB U3 OnHOMU ceMmbu [21, 22, 23].
JmeKTpoKapauorpa@uYecKy CUHIPOM XapaKTepu-
3yercsa yKopoueHueMm mHTepBasa QT, KoTopwlil, Kak
npasuo, MeHbIre 360 mc u Bappupyet ot 220 1m0
360 mc. [I[pyruMm xapakTepUCTUKAMU MOTYT OBITh
BBICOKMUI, 3a0CTpeHHbIi 3yoert T B mpexkapanalbHBIX
OTBEJIEHUSAX U OTHOCUTEJIbHO MJIUHHBIA MHTEPBAJ
“T”peak—“T”end. ST-cermeHT yKOpPOUEH MM BOOOII[E
OTCYTCTBYeT, HAOJIIOMaeTcss HapyIIeHne afanTaiun
unaTepsana QT k YCC. Kpome Toro, maruenTs! ¢ SQT4
u SQT5 MoryT meMoHCTPUPOBATL OPYTraIonon00HbIE
n3MeHeHUs B Bue syeBariuu cermenTa ST B mpekap-
IUaJbHBIX OTBeJeHuAX V, n V, Ha UCXOJle U Ha
(doue BBepeHusa aimanmaa (puc. 13.10). IIpu SQT4
u SQT5 muTepsan QTc oTHOCUTENIHLHO AJIUHHBIA B
CPaBHEHUH C IPYTUMU BapUAHTAMU CUHAPOMA YKOPO-
yeHHOTO MHTepBasia QT u mocTuraeT sHaUEHUIT OKO-
70 330 u 360 Mc. DIeKTPOPU3UOJIOTUUECKUE HCCTIe-
IOBAaHUS MMOKA3aJu CHUMKeHUe pedpaKkTepHOCTU
MIpeAcepaAnii U MKeJIyJOUKOB U MOBBIIIEHHYIO YA3BU-
MOCTh JKeJIYIOUYKOB K BOBHUKHOBEHUIO apUTMUH Yy
OOJIBLIIIMHCTBA 00CJIEJOBAHHLIX MAI[EeHTOB.
Crpatuduranusa pucKa 1 MeIUKaMeHTO3HOe Jie-
YyeHMe IIPU CUHAPOME YKOPOUeHHOTro nHTepBaia QT
B HACTOsAIIee BpeMs TOJbKO paspabaThsiBatoTcs. Tak
KaK PUCK BHE3AITHOIl CMEPTU B CEMbSX BBICOK U OC-
TaHOBKA CePAIla MOKET CTATh MePBBIM KJIUHUUEC-
KM CHMIITOMOM 3a00JIeBaHUsI, IIPU IIIHUPOKOM BO3-

Puc. 13.10. Cuxappom ykopouexHHoro unrepeana QT y pebexka
10 ner. [Ipeacrasnens npexapananbisie IKI-orsepenua (V,-V).
[IpoponxutensrocTs nurepsana QT = 300 mc, cermenT ST yKopoueH,
sneBauus cerMenTa ST B IPaBbIX MPeKapAUaNbHLIX 0TBEleHUAX
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pacTHOM auanasoHe MaHH(ecTAI[UN KJIMHUUYECKUX
MIPOSBJIEHUI B HACTOSAIIEee BpeMA MMILJIAHTAI WA
KapauoBepTepa-aedubpuaisaTopa peKOMeHayeT A
BCEM MAIMEeHTaM € JUATHOCTUPOBAHHBIM CUHIPOMOM
B KauecTBe mepBuuHoii mpopuaaxktuku BCC. Tak
KaK MHAYIIUPOBATH GUOPUIIAIUIO JKEJYI0UYKOB C
TIOMOIIBI0 CTAHJAAPTHOTO MPOTOKOJIA 3JIEKTPODU3H-
OJIOTMYECKOT'0 MCCJIEJOBAHUA y MAIIUEHTOB C CUH/[I-
poMoM yKopoueHHOTO nHTepBasa QT ymaercs TOJb-
Ko B 50% ciyuaes, ToKasaHUSA K UMILIAHTAIIUN Kap-
nuoBepTepa-medubpuaaaTopa 0a3upymwTcsa Ha
HAJIUYUY KJIUHUYECKUX CUMIITOMOB, aDUTMUUYECKOM
aHaMHe3e, HAJIMYUU CEMENHONU OTATOIIEHHOCTU I10
BHE3amHOUW cMepTu. B ¢BA3U ¢ BBLICOKOU YaCTOTOM
o0HapyKeHUs BBICOKOro 3aocTpeHHoro T-3y01ia npu
UMILJTAHTAIIUU § 9TUX IMAIlMeHTOB 0COOEHHO BBHICOK
PYCK HEMOTUBUPOBAHHBIX IIIOKOB, UTO JUKTYET He-
00XOAMMOCTh IPUMEHEHUS CIIeIUATbLHOMN IIporpam-
Malliy aHTUAPUTMHUUYECKUX YCTPOMCTB, UTOOBI U30e-
'KaTh “oversensing” sybma T [6].

ITockonBKY ¥ AeTeil paHHEro Bo3pacTa MMILIAHTA-
s KaparoBepTepa-nedruopuIaTopa 4acTo mpodie-
MaTHYHa, 0co00e 3HaUueHne IpruodpeTaeT paspaboTka
MeIUKaMeHTO3HOI Tepanuu. B HacTosIlee Bpems
MMOKAa3aHO, UTO TOJHFKO XUHUAMH CIIOCO0EeH VIJINHATD
uHTepBas QT 10 HOpMaJILHBIX 3HAUEHIIT, BOCCTAHAB-
auBath agantanuio QT/RR, moBwimars aheKTuB-
HBI pepaKTepPHBIN IePUO/ :KeJYI0UKOB 1 CHIKATH
PUCK pasBUTHUA PUOPUILIAIINN KEJTYyTOUKOB Y 00JIb-
HBIX C TIEPBBIM MOJIEKYJISPHO-TEeHETUYECKM BapUaH-
TOM CHHIpOMa yKopoueHHOro mHTepBana QT (mpema-
patsl Ic u III KiaccoB okazanuchk HedIMMEKTUBHBI).
Hpyrum ahdeKTUBHBIM IIpenapaToM B OTHOIIIEHUH T1a-
mueHToB ¢ SQT1 cunTaerca AU30TUPAMU, KOTOPBIHI
Tak:Ke yaiauuaer uatepaa QT, moswimaer pedpak-
TEePHOCTH JKEJYAOUKOB U COKpAaIlllaeT MHTEPBAJI
“T”peak—“T”end. HekoTopble malfieHThI C CUHIPO-
MOM yKoOpoueHHOro nHTepBasia QT cTpamaioT TOJb-
KO mapoKcuaMaMu (PUOPUILIAINY IIPECePAii, B OT-
HOIIIeHNU KOTOPBIX 3a4acCTyIO 3(p(PeKTuBeH IIpona-
denon [6].

IIOJINMOPOHA S
(RATEXOJJAMHHEPTUYECKA®)
AREJNYJOUYROBASA TAXURKAPIUS

9Ta 3JI0KauecTBeHHAA apUTMUA, 00yCJIOBIeHHAS
HaauuueM KeaynoukoBoil tTaxukapauu (WKT) kak
MHUHUMYM JABYX MopdoJoruii, nHAynupyemMasa pu-
3WYECKOM HAarpy3KOU MJIM BBEeJeHUEM H30IIPOTepe-
HoJia (puc. 13.11). ConmpoBoKaeTcss CHHKOIAJb-
HBIMHU COCTOSIHUSAMU, nMeeT Bbicokuii pruck BCC.
CeMeliHBIN BapuaHT HOJUMOP(MHOI KaTeXxoJIaMMu-
Hepruueckoin JKT obcy:xmaeTca KaKk HACJIEICTBEH-
Hoe 3a0oJieBaHUE.

IIpucTynsl momuMop@HOI KeJayI0UKOBON Taxm-
kapauu (IIJKT) nmpoBomupyooTca sMOIIMOHAIBLHBIM
niu GUSUYECKUM CTPECCOM, a TaKsKe IJIaBaHUEM.

i} % * * VE VE

i/
i

18 mm/my

Puc. 13.11. llonumopdHana XenyaouyKoBaA TaxXuKapaua y pe-
6exka 9 ner. Ha KT Ha ore cUHYCOBOTO PUTMA (KOMIUIEKCHL TTO-
KasaHbl CTPeNKaMu) oTMevaeTcs monHas 6nokana ITHIIT u smuson
HeycToitunsoii monumopdHoit KT ¢ UCK 170 B Mu (mokasaHa 3Be3-
IOYKaMW), pasBUBLIMIACA HA 1-1 CTYIEHU MPOOLI C [O3UPOBAHHOM
(bu3nyeckoit Harpy3Komn; mapHas XeayLouKoBas KCTPACUCTONUA C
pasnuuHoit Mopdonorueit QRS-kommnekcos (VE)

Bosee uem B 30% ciiyuaeB CHHKOIIE COIPOBOXMKIA-
I0TCA CyJOpOTaMM, YTO 00YCJIOBJIMBAET MO3THIOIO
IVMarHOCTUKY. BoJbHBIE, TaK 'Ke KaK U HaI[MeHTHI
¢ LQT, nautenbHOe BpeMsa MOTYT HaAOJIIOMATbCI Y
HEBPOIIATOJIOTAa U MOJIYYATh IIPOTUBOCYAOPOKHYIO
Tepanuio. Ha KT BHe mpucTyma, Kak IIpaBUJo,
perucTpupyiorca 6pasuKapaud U HOpMaJIbHbIE 3HA-
yenua QTc. Peaxkiiusa Ha cTpecc-TecT sIBIAETCSA B
BBICOKOI CTEeIeHUW BOCIIPOU3BONMMOM, a CaM TEeCT
CJIYKUT KJIIOUEBBIM B MUATHOCTUKe 3a00J€BaHUA,
TaK KaK C BHICOKOIl BEPOATHOCTBHIO IIPOBOIIMIPYET B
stoii rpymme IIJKT (puc. 13.12). Iasa 60IbHBIX Xa-
PaKTepPHO IPOTPECCUBHOE HapacTaHUEe apUTMUIUecC-
KX CUMIITOMOB — OT €AWHUYHON MOHOMOP(HOHI
JKeJIYOYKOBOII DKCTPACUCTONINY K OUTUMEHNH, T10-
auMopdHOH sKcTpacucTosny u nosumopduoii JKT.
JlonmupoBaus!r xpomocoMmsl (1q42-g43 u 1q31-21) u
BBIABJIEHA AYyTOCOMHO-TOMMHAHTHAaA MYyTalusd B
reHe puaHoguHOBOTO pernentopa RyR2, orser-
CTBeHHAad 3a Pa3BUTHUeE 9TOHM 3JI0KAaUeCTBEHHOH
aputrmuu (cMm. Taba. 13.1). Hegasuo 66112 BRISABIIE-
Ha ellle OfHA TeHeTUUecKasa hopMa KaTexoJaMU-
"Hepruueckoii ITFKT, o6ycaoBIeHHAA TOMO3UTOTHOM
myranueii B reie CASQ2. O6e sty MyTanuu usme-
HAOT HaKOIJIEHVEe U BBICBOOOIKIEHUE BHYTPUIIU-
TOIIJIa3MAaTUUYECKOT0 KaJIbIUs, BINAIT Ha COOT-
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Puc. 13.12. [IByHanmpaBneHHaA U MOAUMOP(DHAA KenyZ0uKoBaA TaXUKapAua, 3aperncTpupoBaHHas Bo BpeMa (pusnueckon Ha-
Ipy3Ku npu XoNTepOBCKOM MOHUTOPUPOBAHUUN Y pebeHKa 9 neT, CTpajalollero MpuUCTynaMu MoTepu Co3HaHUA

HOIIIeHNE MeKAYy BO30Yy:KIeHUEeM U COKpallleHueM
MUOKapza.

B oTcyTcTBUE JleueHUs CMEPTHOCTE IIPU 3TOM 3a-
0oJieBaHUM OUYEHb BBICOKA, oHA mocturaetr 30—50%
K Bospacty 30 jer [17]. IIpu aToM ueMm paHbIlle Ha-
cTynuja KJINHUYecKas MaHudecranusa 3aboJena-
HUA, TeM O6osiee BoicoK puck BCC. Anroputrm
HEOTJIOKHOI Tepanuu mpu noaumopduoii KT u ¢pub-
PUILIAINY JKeJTyA0UKOB IIpeAcTaBieH Ha cxeme 13.1.

Bera-6s0KaToph! (HaZ010JI, KOHKOD, aTEHOJION,
TIPOTIPAHOJION) ABIAIOTCA 00A3aTeIbHBIM KOMITOHEH-
TOM MeIUKaMeHTO3HOM Tepanuu OOJBHBIX C IIOJIU-
mopdHuoit KT, oHM CylIeCTBEHHO CHUIKAIOT PUCK
BHe3aITHOU cMepTu. 03Bl 5TUX IIPenapaToB HOJK-
HBI OBLITH B 2 pasa BBIIIIE TeX, KOTOPbIE IMOJydYatoT
nanuenTsl ¢ LQT. Haubosee spheKTUBHBIM IIperna-
paToM ABJAETCS HaZO0JO0JI, HePEeJKO OJHOTO aHTHU-
apUTMUUECKOro IIperapaTa ObIBaeT HeJZOCTaTOUHO.

Kak mpaBuso, y Takux 60JbHBIX ObIBaeT adekr-
THUBHA TOJIbKO KOMOWMHWPOBaHHAS aHTUAPUTMUYUEC-
Kasa Tepanusa. K 6era-6oxaTopy mobGaBisieTcs erre
OIVH aHTUAPUTMUUECKUH Iperapar ¢ y4eToM ero
BO3MOKHOTI'O BO3IEHICTBUS HA TPUTTEPHBIE (DaKTOPHI,
TaKue KaK CyNPaBeHTPUKYJIAPHBIE apuTMun. B Ka-
YecTBe BTOPOTO0 aHTMAPUTMHUUECKOTO IIpelapara y
JIUL, MOJOLOTO Bo3pacTa 3PeKTUBHBIMU MOTYT
OBITH: MEKCUJIETUH B J[03€ 5 MTI'/KI'/CYTKH, JallIIaKo-
HUTHUHA TUAPOXJIOPHUL B fo3e 1 Mr/Kr/cyT, mpomnade-
HOH B J103€ 5 MI'/KT/CyT, aMUOJapOH B f03e 5—7 Mr/
KI'/CYTKH, BepamaMuJ B Jo3e 2 MI'/KI/CyT UJIU dTa-
musuH B fo3e 1-2 mr/Kr/cyTt. C aHTHapUTMUYECKOH
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eJbI0 B KOMILJIEKCHOM Tepanmuu y AeTeil MOoKeT
ObITh 5 (peKTuBeH KapbamasenuH. [logbop aHTU-
apUTMUUYECKOro Iperapara IPOBOAAT IO KOHTPOJIEM
9KT u Xo/TepoBCKOTr0 MOHUTOPUPOBAHUS C YUETOM
103 HachIeHusI. MakCcMyM TepaleBTUYeCcKOoro JIeii-
CTBUSA IIperapara Iejecoo0pasHo PacCUUThIBATD C
y4eToM TOTO, B KaKue IIePUOJbl CYTOK HamboJjee BbI-
paskena JKT. MckaoueHne COCTABISIOT IIpeHapaTh
IJIUTEJBHOTO melicTBus u amuonapoH. Ilognep:xuBa-
[oI1as 03a aHTUAPUTMHUYECKOr0 Iperapara omnpe/e-
JigeTcsa UHIAUBUAYAIbHO. [Ipy yBeIMYeHu IPOI0JI-
skuTenbHOoCTH MHTepBasia QT 6omee uem Ha 25% oT
MCXOMHOM BeJmunHbI mpenapats! 111 kiaacca ormeHs -
oresa. MeraboanyecKkas Tepanusa BKJIOUAET aHTUTH-
MMOKCAHTHI M AHTUOKCUIAHTHI. [I[pUMEHAIOT TaKKe
uHrnomTopsl AII®D, yayuiaiomniue reMogunHAMIYEC-
KIe II0KasaTe I IIPU XPOHUYECKOH HeJOCTaTOYHOCTHU
KpOBOOOpAaIeHns.

PasBuTre cuHKOIAJIbHBIX COCTOSHUN Ha (pOHEe Te-
pamnnu, pasBUTHE KPUTUUECKOU CUHYCOBOI Opamgu-
KapAuu, OTPaHUYMBAIOIIEl BOSMOMKHOCTH IIOCIEIY -
IoIIell aHTHAaPUTMUUECKOIl Tepallii, a TaKKe coxpa-
HeHUe Ha (poHe JeUueHUs BLICOKOI CTeIeHU PUCKA
pasButusa BCC (omenuBaeTcs mo KOHIEHTPAI[UY UH-
IUBUIYAIBHBIX (haKTOPOB PUCKA) SBJISIOTCS IIOKAa3a-
HUSMHU K IIPOBEIEHUI0 NHTEPBEHI[MOHHOI0 JIEUeHU .

NMnnauranus sJ1eKTPOKapAUOCTUMYISITOPA II0-
KasaHa getaMm ¢ 6pagusaBucumoit KT, 110x0 KoH-
TPOJIUPYIOIIEHCsS aHTHAPUTMUUYECKI MU IIperapara-
MU. ITOT METO[ JIeUeHUs [I03BOJISIeT CHUBUTD PUCK
pasButusa KT u mpuMeHSATHh afeKBaTHbBIE T03bI aH-
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Honumopduas KT
ITo BOBMOXXHOCTH yCTAaHOBHUTH 0a30BOE
3HayeHue nutepsana QT

|

|

HeT 1aHHBIX 32 BEpPOSITHOCTH
BPOK/IE€HHOT0 CHHAPOMa
yAJIMHeHHOro uHTepBajga QT

EcTb BepoSITHOCTh BPOK/A€H HOTO
CHHIpOMA
yAsInHeHHoro unrepsaia QT

'

'

Koppexuus 31eKTpoIUTOB +
OJUH M3 IIPeNnapaTroB:

e Marunus Cyasdar

e HM3onporepenon

o Jlupoxauu

Koppekuus 3;1eKTpoaIuToB +
O/IMH M3 MpenapaToB:
e bera-0nokaTopsl
e Marnus Cyabspar
o JImaokaun (+/-)
* N3onporepeHos NpoTuBoNoka3aH!!!

CxeMa 13.1. ANTOPUTM HEOT/IOXKHOI Tepanuu Mpu MONUMOP(HON KeNYA0UKOBO! TaXUKapAnmn/dubpUANALUN KeNyA0UKOB

THAPUTMHUUECKUX IIPeIIapaToB, He onacasach pa3Bu-
TusA acucToauu. MAMniaHTanua KapauoBeprepa-
IeuOPUIIATOPA IPOBOAUTCS NETAM C CUHKOIIAJb-
HBIMU Bapuautamu noaumopdHoi KT, y KoTophix
aHTHAPUTMUUECKAas TePalus He IT03BOJIAET IPEJOT-
BPATUTh PA3BUTHE CUHKOIle U CHU3UTH puck BCC.
IIpu BBISBJIEHUN TPUTTEPHBIX (PAKTOPOB PA3BUTUSI
JKT mogkaouaroTcsa peKUMbI UX KOHTPOJS B MMII-
JIAaHTUPOBAHHBIX YCTPOICTBaxX (PeKUM aHTUTAXU-
KapAUTUYECKON CTUMYJIAINNN). B cayuasax Tsaixeo-
ro peruauBupyiomiero reuenus KT ciexyer o6Ccy:k-
JlaTh BOIIPOC O I1eJIeCO00Pa3HOCTU PaJUOUYaCTOTHOMR
KaTeTepHOii abianuu ncrounuka KT uau Tpurrep-
HBIX aPUTMUYECKUX 30H.

Bce 6oabHBIE ¢ mosuMopdubIMET (KT Kak 1 namu-
eHThl ¢ LQT Mo/KHBI HAXOAUTHCSI Ha MOHUTOPHOM
HaOJTIOAEeHUN C TTOCTOAHHBIM KOHTPOJIEM YKCJA U
BBIPDA’KEHHOCTU UHANBUAYAJLHBIX (DaKTOPOB PUCKA
(HeMoOAUPUIIUPYEMBIX U MOAU(MUIIUPYEMbBIX) pas-
Butua cunkomne u BCC. KomnjaekcHasa Tepanus
cuutaerca 3G GeKTUBHOI, eCJiU OHA TTO3BOJIAET U3-
6e:xkarh peruauBoB KT mim MOHU3UTH KJace Ke-

JYOOYKOBOI apUTMUU, YMEHBIITUTD YNCJIO MOIUDH-
nupyeMbIx paxTopoB pucka cuukoie u BCC. C 1e-
JIbI0 60Jiee MOJTHOT0 KOHTPOJIA 3a 3 (HEeKTUBHOCTHIO
AHTHUAPUTMHUUYECKOH Tepaluu peKOMeHIyeTcs MO-
HUTOPUPOBATH JHEBHbIE U HOUHBIE TapameTpbl YCC
(BKJIIOUAsA MaKCUMaJibHbIe, MUHUMAaJbHBIE U CPeJ-
Hue 3HaueHusa YCC), AIUTESTbHOCTh MAay3 CUHYCO-
BOTO PUTMAa, U3MEeHEHUe ITUPKAJHOCTH apUTMUN
moj meificTBUEeM aHTHapUTMUYECKUX IIPernapaTos,
Ipyrue HapyIlIeHusa puTMa 1 npoBogumMoctu. Heo6-
XOAUM IUHAMUYECKUI KOHTPOJIb TapaMeTpPoB IeH-
TpaJbHOI reMOAWHAMUKU 1I0 JaHHBIM JOXOKI mHa
CHUHYCOBOM PUTMe U Ha (poHE apuUTMUMU.
Nmnnauranus UK He npoBoguTcsa G0JBHBIM C
vyacTeiMu suuszogamu KT iy npu pasBuUTUU y
60abpHBIX ¢ JKT 51IM30M0B CynIpaBeHTPUKYJJISAPHOI
apUTMUU C BBICOKOM YacTOTOI IPOBEJeHU Ha JKe-
aymouku (6osee 200 B MUH), TaK Kak B 5TOM CJIy-
vyae Hen30eKHBI YacThie cpabaThbIBAHUS aHTHU-
APUTMUYECKOTO NMILJIAHTUPOBAHHOTO YCTPOiiCTBA
(puc. 13.13). B aTux cayuasax HeoOXOAMMO MAaKCH-
MaJibHO U 3G (EKTUBHO MCIO0Jb30BATh AOMOJHU-
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Puc. 13.13. HeompaBaanHoe cpabaTbiBaHue UMIIAHTUPOBAHHOTO KapAuoBepTepa-aedubpunnaropa B 0TBET Ha MpeACePAHYI0
Taxukapauio ¢ YCC 220 B MuH y pe6enka 9 ner ¢ nonumopdHOii KaTexonaMUHEPIUYECKO KelyA0UYKOBO TaXUKapauen
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TeJbHbI€ PECYPChl aHTUAPUTMUUECKOI Tepanuu. B
IocJegHMe IOkl IIOKa3daHa U 9(pPeKTUBHOCTD JIEBO-
CTOPOHHEHN CUMHOATAKTOMMUMU.

9PPeKTUBHOCTh MHTEPBEHIITMOHHOTO JeUeHus
OIEHWBAETCS HA OCHOBAHUM OOIIEIPUHATHIX aJITo-
PUTMOB, BKJIOUAS IeJecoo0pas3Hblie U HelleIecoon-
pasHbIe IMIOKOBbIE BO3AEUCTBUA, KOHTPOJIb YACTOTHI
putMma u ap. KaTexomaMuHEePTIUYECKYI0 TTOJIUMOPQ-
myo KT mudpdepennupyior ¢ LQT Ha ocHOBaHUU
oTcyTcTBUSA yaanHeHusa nHTepBaioB QT u QTc ma
craggapruoit OKT.

CHUHJIPOM BPYTAJIA

JaHHBIN CHHAPOM OTHOCUTCS K IIEPBUYHBIM SJIEKT-
PUYECKUM 3a00JIEBAHUAM CEPAIIA C BBICOKUM PUCKOM
BCC. ITpu 9TOM CHHAPOME MMeeT MeCTO 3a7ePrKKa IIPo-
BeJIeHUs IO IPaBOMY KeJymouKy (0J0Kaza mpaBoit
HOXKKU Tyuka ['mca), mogbem cermenTa ST B ImpaBhIX
mpeKapAuanbHbIX oTBefieHnAx (V,—V,) va OKT mokosa
¥ BBICOKasI 4acTOTa (hrOPUILIAIINY JKEJIYIOUKOB 1 BHE-
3aITHOM CMepTH, IPEUMYIIIECTBEHHO B HOUHOE BPeMs.
IIpunaATO cuUTaTh, YTO CUHAPOM AMATHOCTUPYETCA B
4-12% cpenu Beex cayuaeB BCC. dnuaemuosiornuec-
KUMU UCCJIeIOBAHMAMY B SIOHMM ITOKa3aHo, UTO Ya-
CTOTa BCTpeuaeMocTH cuHapoMa Bpyrana Kosebiercsa
B upezmenax ot 0,12 mo 0,14% B 00ILIell MOMYJIAIINNI
[25].

YV 15-20% mamueHToB ¢ cuHApoMoM Bpyrana
ob0Hapy:KeHa MyTalus B o-Cy0'beIUHUIlE TeHa Ha-
TpueBbIXx KaHaJaoB SCNHA. B HacTodAlmee BpemMa
uneaTudunupoano 6osee 100 pa3InyHBIX MyTa-
Ui B JaHHOM T'eHe, UMEIOIUX 3HaUeHN’e AJII pas-
BUTHUA cUHAPOMA. [OTOIHUTENBHO OBLIN BBIABJIE-
HBI MYTaIluu B TeHaX, MOAYJIUPYIOIINX QPYHKIIUIO
HATPUEBHIX KaHAJIOB. IloMrMO reHeTHUEeCKY AeTep-
MUHUPOBAHHOTO HAPYIIEeHUS PYHKI[UY HATPUEBBIX
KaHaJIOB, BBIABJIEHBI MyTalluu B F'eHaX, KOJUPYIO-
mux L-Tun cepAeuHbIX KaJabIleBhIX KaHaIoB. Of-
HAKO TeHeTHUeCcKad IIPUPOJa MaTOJOTUU Y 00JIb-
IIWHCTBA IMAIlEeHTOB ¢ (peHOTHIIOM cuHApoma Bpy-
rajZia BCe ellle OCTaeTCA HEeBBIACHEHHOM.

Bnepsrie xapakTepusiii JKI-nmaTTepH cuHAPOMA
Bpyraga 6w11 onmmcar B. Martini ¢ coast. B 1989 r.
[25]. B 1992 r. k1uHMYEeCKUI TATTEPH OBLI OIUCAH
KaK HOBBIN CHHAPOM U B IOCJIELYIOIEM OBLIN IIPE]-
JIO}KEHBI TPHU er'0 AJIEKTPOKapArorpadmuecKre pasHo-
BugHOCTHU. Tun I XapakTepusayeTcs I0IHEMOM TOUKK
J Ha 2 MM u GoJiee, cBOAUATHIM (coved) TUIIOM HOIBE-
ma cermenTa ST u mwHBepTUpPOBaHHBIMU T-3y0IlaMu B
oreefenuax V, u V,. Tun 2 Takixe XapaKTepU3yeT-
cs IIOABEMOM TOUKHM J Ha 2 MM u 0ojee, IOABEMOM
cermenTa ST Gostee ueM Ha 1 MM ¢ ceIOBUIHOM (hop-
moit ST-cermMeHnTa 1 MOJOKUTEIBbHBIMY WU IBYyX(as-
"HeiMu T-gybrmamu. Tun 3 ¢X0K ¢ TUIIOM 2 CUHIPOMA
Bpyraza, 3a ucKaoueHIEeM TOTO, UTO ToabeMm ST-cer-
MeHTa MIUHNMAJIbHLIN — MeHbIITe, ueM 1 mMm. B HacTo-
AIee BpeMsA CUNTAETCs, UTO TOJIbKO TN 1 ABIgeTCA
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UCTUHHBIM cuHApoMoM Bpyrana [26]. Onaum us me-
TOJOB yTOUHEHUs guarsoctTuyeckux IKI-KpurepueB
ABJAeTCA mepeHoc anexrpona V, us Il mesxpebepbs
Bo II, omHAKO YyBCTBUTEIHLHOCTh 9TOI'0 METOA He yC-
TaHoBJeHA. KpoMe Toro, OBLIO IIPEIJIOKEHO PEerucT-
pupoBath JKI mocje oOMILHOI ebl, UTO TO3BOJISIET
MOATBEPAUTDL HAJUUYNE CUHIPOMAa B COMHUTEIBLHBIX
cayvyasix y MOJIOBUHBI ITalreHToB. IIpo6bl ¢ BHYTpPH-
BEHHBIM BBeIeHIEeM 0JIOKATOPOB HATPUEBBIX KAHAJIOB
(brexkauHmMI, aliMaInH, IPOKAMHAMUI) TAKKe MOTYT
nomoub B OKI-guaramoctuke.

Kpurepusmu nuarsocTuku cuHapoma Bpyraga
[27] coysxaT coueTaHMe 00s13aT€IBHOTO BHIABIEHUA
1 OKI'-muna xoTs ObI B OMHOM 13 IPaBBLIX IIPEKOP-
muanbHbIX oTBefenui (V,—V,) na 9KI B cocrosnum
TMOKOSA UJIN BO BpeMs IIPOOBI ¢ 6JIOKATOPOM HATPU-
eBBIX KaHAaJIOB C OMHUM U3 CJEAYIONINX KINHUUEC-
KUX IIPU3HAKOB:

1) TOKyMeHTUPOBAHHBIE MU0 PUOPUIIATTUYA
JKeJIyIOUKOB;

2) monumopdHA KeJTyJOUKOBad TaXUKaAPANT;

3) ciryuyau BHe3aIllTHOW CMEPTH B CEMbE B BO3pac-
Te 10 45 Jer;

4) ganuuwue (eHoTuna cuHapoma Bpyrazga (1-i
TUIT) Y YJIE€HOB CEMbU; MHAYIIMPOBaHMe PuOPUILIA-
WU KeJYIOYKOB IIPU CTAHZAPTHOM IIPOTOKOJE
MIPOrPAaMMUPOBAHHON CTUMYISIIUU KeJTYTOUKOB;

5) CUHKOTAJIbHBIE COCTOAHUA WU HOUHBIE TIPU-
CTYIIbI PE3KOTO HADPYIIIeHUS AbIXaHUS.

JIuna ¢ 9KT'-pernomernom 1-ro Tuia JOJIKHBI Ha-
0J0IaThCA KaK MAllMeHThl C UANOIATUUYECKUM
9KTI'- marrepHoM, a He ¢ cuHapoMoM Bpyrazga. Ta-
KM oO0pasoMm, TepMHUHOM “cuHApoM Bpyraza” B
HacTosIee BpeMsi 0003HAYAIOT TOJIBKO COUeTaHue
1-To TUIa ¢ OJHUM U3 BBIIIENEPEeUNCIEHHBIX KJIU-
HUKO-aHaMHecTHu4YecKux (axrtopos [27].

ITomuMo aHOMANIMIT TpoIlecca PernoApU3aIluu 1
BHYTPUKEIYJOUKOBOTO IIPOBEICHNUS, Y TIAI[IEHTOB C
cuHApoMoM Bpyrama Oblyiia BbIABJIEHA 3aJep:KKa
TIPOBEIeHUS 110 IIPeIcCePAnAM — paciimpenne 3yoia P,
YTO TaK:Ke 00bSACHSIETCS PeqyIuPOBaHHON (DYHKIIN-
el HaTPUEeBBLIX KAHAJIOB B pea3yJjbTaTe MyTalllil B
reae SCNHA. YV 14% mamueHTOB MMEIOT MECTO TaK-
JKe SIIM30AbI (PUOPUILIAIINY IIPeICePAni, KaK 1 SIIU-
306l QUOPUIIAIINY KeJYIOUKOB, BOBHUKAIOIIIE
IPenMYIIeCTBEHHO B HOUHOEe BpeMs [27].

Cunapom Bpyraza B 8—10 pas uaiie BcTpeuaer-
CA Y JIUIT MYJKCKOTO I10J1a; IIePBble CUMIITOMBI, KaK
MIPaBUJO0, HOABJISIOTCA Ha YETBEPTOM JeCSATHUJIe-
TUU KU3HU. BHesamrHas cMepTh U cpabaTbIBaHUS
IeuOpUILIATOPa Yy HallUeHTOB IPEeUMYIIeCTBEHHO
perucTpupoBajuch B HOUHOE BPeMs, UTO CBUIE-
TeJIbCTBYET B II0JIb3Y IIOBBIIIIEHHBIX ITaPACUMIIATH-
yecKux BIUSHUN. OJHAKO CUHAPOM MOKET MaHMU-
(ectupoBaTh U B HeTcKkoM BoadpacTe. CUMITOMBI
MOT'YT IMOABJATHCA BO BPEMs IIOBBIIIIEHUS TeMIIe-
patypsl Tesa. IIpu BeISBJI€HUU B €TCKOM BO3pac-
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Te coueTaHus cmoHTaHHOro 1-ro Tuna IKI-dgeno-
MeHa Bpyraza ¢ mpuctynmaMu IOTEPU CO3SHAHUA
IMarHOCTUPYyeTCcs Hajaumuue cuHapoma Bpyranma u
PEKOMeHIyeTcsa NMILJIaHTAI A KapAuoBepTepa-me-
Gubpuansaropa ¢ NOCAEAYIOIIUM Ha3HAUEHUEM
xuHuUAnHA [27].

Cpenu nurt ¢ peHorunom cuugpoma Bpyrazga (1-it
TUIT) JaJIEKO He BCe UMEIOT KJIMHUUYECKNe CUMIITO-
MBI UJIW XapaKTepPU3YIOTCS BHICOKUM PUCKOM pas-
Butusa BCC. UccienoBaHusa yaeasioT Bce OOJbIIIe
BHUMAaHUA ITNHAMUKE BHYTPUKJIETOYHOTO KAJTbITA
KaK BasKHOMY (haKTOpy, BAUAMIOIIEMY HA CKOPOCTH
BOCCTAHOBJIEHUS IMOTeHITaIa aercTBusd. CkopocTu
BOCCTAQHOBJIEHUS BO30YIMMOCTU U MTPOBOAUMOCTH
MUOKapAa, HaXOAIIHUEeCA B MIPAMON 3aBUCUMOCTH
OT COCTOAHUS HATPHEBBIX KAaHAJIOB, TaK}Ke M3BeC-
THBI KaK ()aKTOPBI, BIUAIOIINE HA PUCK PA3BUTUS
GUOPUIIANNY KeJTyI0UKoB. MexaHu3M apuTMOTe-
Hesa mpu cuHApPoMe Bpyraza o0bsACHAETCS TreTepo-
TeHHOCTHIO YKOPOUEHUA IJUTEIbHOCTH MOTEHI[HA-
Jla IeficTBUSA B SIIMKAapP/e IIPaBoro keaymouka. Ilpu
9TOM HMEET MECTO 3aJep:KKa MHTepBaJja “akTuBa-
MUA—BOCCTAHOBJeHNE” B Pe3yJbTaTe CIOHTAHHOTO
UJIW MEIUKAMEHTO3HOTO CHU)KEeHUSA aKTUBHOCTU
HaTPUEBBIX KaHAJOB B 3MUKapAe 00JIbIlle, YeM B
9HIOKAapae. JIeKTPohu3noiornueckas reTeporeH-
HOCTH BeJIeT K BOBHUKHOBEHUIO 3JEKTPUUECKOTO
rpajveHTa MeKy ABYMS ITOCJIeI0BATEIbHBIMU I10-
TeHI[MAJIaMU AeHUCTBUA, UTO KOCBEHHO ITOITBEPIK A~
eTcA JyacTo HabJrrogaeMbIM M3MeHeHrueM MOpdOoJIo-
TUi mocJjiefoBaTeNbHBIX 3y01oB T y mammueHTOB C
cungpomom Bpyraza [26].

Cy1ecTByOIIIE B HACTOSAIIEE BpeMsI PeKOMeH/1a-
IIUY TI0 JIEUEHUIO BKJIIOUAIOT HAa3HAUeHNe XUHUIUHA
B mo3e 300—600 mr/cyT u BbIIIe. M3omrpoTepeHOT
TaK:Ke IMOKasaH KaK a(p(peKTUBHLIN IIpemapar, CIIo-
COOHBIN IMOJABUTH SJEKTPUUYECKUUA HITOPM y 0O0JIE-
HBIX ¢ cumHApoMoM Bpyraga. UMmianTanusa Kapau-
oBepTrepa-aedUOPUIIATOPA ABIAETCA €IUHCTBEH-
HBIM 9(p(PeKTUBHBIM METOAOM IPOPUIAKTUKHU
BHe3amHoI cmepTu. IlanueHTsl, UMEOIe CUMIITO-
MBI, TOJYKHBI OJHO3HAYHO pacCcMaTPUBATHCA KaK
KaHIUIAThl HAa UMIJIAHTAIIUIO. ¥ 0€CCUMITOMHBIX
MaIMeHTOB IMTOKA3aHUAMY K UMILJIAHTAI[AY SBJISIOT-
cdA: 1) uaaynupoBanmue GUOPMIIAIINN KEeTYIOUYKOB
npu npoBegenuu 9PV B coueTaHUU CO CIIOHTAHHBIM
WJIA 3aperuCTPUPOBAHHBIM Ha mpobe ¢ 6JI0KaTOPOM
HaTpueBbIX KaHajoB 1-m tunom IKI'-peHoMeHa
Bpyraza; 2) uHAyIIMpOBaHHBIN Ha IIpobe heHOMEH
1-ro Tuna Bpyraza B coueTaHUM ¢ HAJIUYNEM B CEMbe
cay4yaeB BHE3AITHOW CMEPTHU Y JIUIL MOJIOJOTO BO3pa-
cra. JIuna, numeroriue IKI-gpernomen Bpyraga (1-i
TUIT), THAYIIUPOBAHHBIA HA pobaxX, B OTCYTCTBUE
cummToMoB u caydaeB BCC B ceMbe TOKHBI HAOJIIO-
martbesa y KapauoJgora. IIposegenne OPU u nuMILiaH-
Tanus Kapanoseprepa-nedudpuiasaTopa B 9TUX CIIY-
yasax He MOKAa3aHbBI.

SAKJIOYEHHUE

IlepBuuHbIe 3JeKTpUUeCcKUe 3a00JeBaHUA Cep-
IIla OTBETCTBEHHBI 3a OOJIBIIYIO YACTh BHE3ATHOMN
CepAeuYHOH CMEepTH y JIUI[ C aHATOMUYECKH HOP-
MaJabHBIM cepamneM. OHU, KaK IpaBuUJio, MaHupe-
CTUDPYIOT B MOJIOZOM Bo3pacTe (3a UCKJIIOUYEHUEM
cuHapoMa Bpyraza) u umMeroT onpeneseHHbIe de-
HOTUIINUYECKUE U reHoTunuueckue uepTbl. OcHO-
BO¥ CBOEBPEMEHHOM JUATHOCTUKM dTUX COCTOAHUI
aBaserca OKI-CKpUHUHT, KOTOPBIHA ONTUMAJILHO
IOJI;KeH OBITh BHINIOJIHEH B BO3pacTe OO0 3-X JIeT
(BuiABIeHUe maTosiorunueckux JOKI-peHOMEHOB).
Kpowme Toro, 60JbII0€ AUATHOCTUYECKOE 3HAUEHUE
umeetr OKT-o6caenoBanue cemeli 13 TPYII PUCKA
u yray6JieHHOe o0ciieqoBaHme OOJIbHBIX C IIOBTOP-
HBIMU CHUHKOIle. PeKoMeHAyeTCcsa 00sa3aTelbHOE
o0cyemoBaHMe BCeX MPAMBIX poacTBeHHUKOB I-II
CTeleHU POJCTBA IPOOAHAOB C IEPBUUHBIMHU dJIEK-
TPpUUECKUMU 3a00JIeBAHUSAMU CEPAIla U IpoBeJe-
HUe CTPecc-TeCTOB NIPU HAJUUYUU B aHaAMHE3e Yy
mamueHTa acCOIMMUPOBAHHBIX ¢ (DU3UUECKOH Ha-
TPY3KOIi Kajio0: TOJOBOKPYKEHUA, CHHKOIIe MU
cepaiebueHns.

YacToTa BCTPEUAaEMOCTH OTJEeJIbHBIX TEPBUUYHBIX
3JIEKTPUUECKUX 3a00JieBaHUI cep/lia B HACTOSIIee
BpeMsA y:Ke YCTAaHOBJIEHA, UTO HOJKHO CAYKUTH
OPUEHTHUPOM [JIs IMOJHOTHI UX BBHIABJISIEMOCTU B
TMOMYJAAIMY HAa YPOBHE IEePBUYHOTO 3BeHa. Iloa u
BO3PACT OKa3bIBAIOT MOAYJUPYIOIUHA addeKT Ha
KJINHUYECKYI0 MaHU(EeCTaIlui0 1 BEPOSITHOCTb BHE-
3aITHOM cepAeuHoli cMepTU GOJIbHBIX.

Puck BCC npu LQT o6ycioBien Hemoaudu-
nupyeMbiMu paKkTopaMu, TAKUMHU KaK TeHEeTH-
yeckuil BapuaHT cuaapoma (LQT3), mos, Bo3-
pacT maHudecTanuu, HAJUUYNEe YKasaHUN Ha
BHe3aIHYI0 CMePTh B ceMbe, a TaKyKe UyBCTBU-
TEeJIbHOCTHIO K TePaluu, KOTOPasa TaK:Ke 3aBUCUT
OT TeHeTHUYeCcKOTro BapuaHTa 3abojgeBaHUuA. Y
6oapuBIX ¢ moaumopduoit KT puck BCC ompe-
measieTca MOAUMDUIUPYEeMBIMU (haKTOpPaMU PUC-
Ka. [[ya Apyrux CUHAPOMOB B HaCTOAIIee BPpeMs:d
cTpaTu(uUKanua pUcKa ABJAAETCA NPeIMeTOM
AKTUBHOTO U3YUYEHU.

Boicokuit cymmapHBIi ypoBeHb pucka BCC y
OOJIBHBIX C IEPBUYHBIMU 3JIEKTPUUECKIMU 3a00J1€Ba-
HUSMU cep/lia Ha (hoHe Tepanuu ABJISAeTCA IIOKa3aHu-
eM K MMILIaHTaIluu KapauoBepTepa-aehudpuiasaTo-
pa. AKIIEHT aHTUAPUTMUYECKOIT ¥ MHTEPBEHIINOHHOM
Tepanuu TaKsKe JOJKeH OBITh cleaH Ha KOHTPOJb
TpurrepoB. ONTUMaJIbHAA CTPATET U TPOGUIAKTUKA
BCC y 60JIbHBIX ¢ IEPBUYHBIMY 9JIEKTPUYECKUMU 3a-
00JIeBaHUSAMU CEPJIIA — JTO OIpeesieHre 6a30BOT0
pucka (MoguduUIMpyeMble U HEMOAUMDUITUPYEMbIe
(aKTOPhI 1 MapKephl prCKa) 1 MOCJIe YOI MOHM-
TOPUHT GOJBHBIX B COOTBETCTBUY C MHANBUIYAJIbHBIM
npoduseM pUCKa.
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