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CHH/IPOM YIUIMHEHHOTO
MHTEPBAJIA QTc

CuHppom yanuHeHHoro nHtepsana QTc — BpoXkAeHHOe uau NnpuobpeTeHHOe COCTOAHUE YAJIMHEHUA
3/IeKTPMUYECKOM CMCTONbI NEBOTO0 JKeNYA0UKa, BbIABNAEMOE NPYU 3annUCh 3NeKTPOKapAUOrPaMMbl
“ 06yCnoBNeHHOE HapyleHeM NOHHbIX KAHAaNOB C NPeAPacnoNoXeHHOCTbIO K Pa3BUTUIO
JKU3HEYrpoXKawwmx nonuMopHbIX XKeNyA0UKOBbIX apuTMUI. UCTUHHAA pacnpoCTPaHEHHOCTb CUHAPOMA
cpeau HaceneHua Poccum He u3BecTHa. BaykHa posib CBoeBpeMEHHOr0 BbiABEHUA 3TOr0 CUHAPOMA U
afleKBAaTHOM NIe4eOHON TaKTUKMU.

Kmouesvie crosa: IKI, unmepean Q1I¢, neouampus, pannss
OUAZHOCIIUKA

unapom yumuennoro uurepsana QI (V-QTc) — Bpox-
JEHHOE WK IPUOOPETEHHOE COCTOAHUE YTMHEHNA HMEK-
TPUYECKOM CUCTOJIBI JIEBOTO Kenyouka (JUK), BbiaBaseMoe
IPU 3AMUCH 3NEKTPOKAPAUOIPAMMBL, OOYCIOBIEHHOE HApYyIIE-
HHUEM HOHHBIX KAHAJIOB C IIPEAPACIIONOKEHHOCTBIO K PA3BUTUIO
JKUSHEYTPOKAOMNX TOTUMOP(HBIX KEMYJOUKOBBIX APUTMUN
(mpyar, forsades de pointes) [1, 2, 3]. B kauecTse fuarHocTrye-
CKOTO KPUTEPHA PACCMATPUBACTCA KOPPUIMPOBAHHAA 110 (POP-
myisie baserra [4] senmunna gureasnocru QT B 0,44 ¢ u 6onee.
[To aroit hopmyne QTIC ABNAETCA YACTHBIM OT AEIEHUS JTUTEDb-
Hoct uHTepBata QT Ha KOpEHb KBAJPATHBIN JUIUTEIBHOCTU
untepsana RR (¢). Coornomenue QT x RR 10/0kHO ObITH IOBTO-
PAIOIUMCA. ITO OCOOEHHO BALKHO IIPU 4ACTOTE CEPAEYHBIX
coxpamenuil Mmenee 50/MuH wm 6onee 120/MuH, a4 TaKke y
JeTell WM CIOPTCMEHOB C BBIPAKECHHOH BAPHAOEILHOCTHIO
untepsata RR. B atux cnyvanx tpedyercs UMTeIbHas PETUCTPa-
st OKI' 1 MHOTOYMCIIEHHbIE U3Mepenus. Hanbonee mureis-
Hpil uaTepBal QT (huKcHpyeTcs B NPaBbIX IPEKAPAHATIbHBIX
OTBEIEHMSAX [5].
YKa3aHHAA PYOEKHAS BEIMUMHA TEM HE MEHEE MOXKET OBITh
NPUYUHON  JIOKHOIIOJIOKUTENbHON — AuarHocTuku  Y-QTc.

Puck QTc B nokoe leHoTUN Mon
8 . 0,5 LQT1 M/XK
g 05 Lar2 /x
0,5 LQT3 M
0,5 LQT3 M
CpenHuit <05 LaT2 X
(30—49%) <05 LQT3 X
<05 LQT3 M
Huskuit <05 LQT2 M
(< 30%) <05 LQT1 M/K
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OJHOBPEMEHHO Y 6% TAIMCHTOB C MOJCKY/IPHO-TIONTBEPIK-
JeHHbIM Y-QTC ¥ KIMHMYECKM MAHU(ECTHBIME APUTMHUAMU
yimHenus QTc Her [6].

[TouTn y NOMOBUHBI NTAIUEHTOB € Y-QTC NMEI0TCS TPUCTYIIBI
IIOTEPY CO3HAHUSA, YTO IOJHUMAET IIPOOAEMY /10 YPOBHSI MEXK-
JUCHUIUIMHAPHON [7]. Takue GonbHBIE OOPAIIAIOTC K PA3HBIM
CHEIUAINCTAM, 324ACTYIO TIEPBBIMU ABJIAIOTCA NEAUATPBL U TEPa-
neBTHL [103TOMY MHPOPMUPOBAHHOCTH IMUPOKOTO KPyra CIEIHU-
AUCTOB KPAMHE BAKHA JUI1 CBOECBPEMEHHON JIMATHOCTUKU H,
COOTBETCTBCHHO, PAHHEI 1 a/ICKBATHOM TEPAIIUH.

BPOXJEHHOE VIJIMHEHUE UHTEPBANA QTC

[1o ;aHHBIM 3apPYOEKHBIX YYCHBIX, 4acToTa Y-QTc cocrasnser
1:2 500—1:10 000 ;xuBOpOXACHHBIX [8, 9]. McTMHHAA pacnpo-
CTPAHEHHOCTb CUHAIPOMA MOET OBITD BBIILIE, YIUTHIBASA BO3MOXK-
HOCTb JIATEHTHOTO TedeHus Y-QTc npudmusurensto B 11% ciy-
yaeB. PacrpoCTpaHeHHOCTh B HAIIEH MONY/IALMNA HE W3BECTHA.
60—70% ciydaes V-QTc OGHAPYKUBAKOTCS Y KEHIUH, DTO 00b-
ACHAETCS, BUAUMO, TEM, 4TO MHTEpBal QIC M3HAYAILHO Y JKEH-
IIMH JJIMHHEE, YEM Y MYKUKH, 1 HAKOIUIEHUEM JKEHIIMH B KOTOp-
T€ OOJIBHBIX: CMEPTHOCTb MATBYMKOB — HOCUTENEH CHHAPOMA B
Bospacre 0 10 sieT Bbile, 4eM CMEPTHOCTD [I€BOYEK C TAKOM JKe
IIATOJIOTHEN B 3TOM K€ BO3PACTHON Ipymie. B mocieayomem
TIOK43aTE/N CMEPTHOCTU HE UMEIOT T€H/ICPHBIX PA3TUYHUIL.

B uncio zereit ¢ yimHEHHBIM UHTEpBAIoM QTC BXOAAT U
JETU C T. H. JAMeHmubiM, ckpoimbin wm Y-QTc ¢ nopmansnoi
onumensHocmsro QTc TIpU HATMYMU TEHETMYECKON OTATONICH-
HOCTH. B OOJIBIIMHCTBE C/Iy4aeB, KPOME M3MEHEHUA MHTEPBAIA
QTc, ectb 1 usmeHenue (Gpopmsl BoHbI T. TToatomy crpatugrka-
1 IO CTENEHU PUCKA (maba. 1, 2) BrIouaeT B cesl UIMHEHHE
unrepsana QTc, mopdonoruio Bomuel T, MOn manueHra u
MOJICKYIISIPHO-TEHETHICCKIE M3MeHeHus [0, 10, 11]. Y marmenTtos
¢ cunzppomoM JKepsena u JKepsenna — Jlanr-Humbcena (JLN)
CHHJIPOMOM, KOTOPBIH paccMatpusaercsa B npeaenax Y-QTc, ¢
PAHHETO JETCTBA, HECMOTPS HA IPOBOAUMOE JIEYCHUE, PUCK
HAPYIIEHN! PUTMA U BHE3AMHON CMEPTH BBIIIE, YEM Y MAIAEH-
TOB ¢ cunzpomoM LQT [12].
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B cemelHOM aHAMHE3E OTMEYAIOTCA CIy4aud HEOODbACHUMON
BHE3AIHOM CMEPTU MOJIOABIX JIIoZiel (10 30 JIeT), S1M30/bI BbIITd-
JEHUA CO3HAHUA (BOCIPUHUMAEMBIE KK CYOPOKHBIE TIPUTIAJ-
KH), IEPUO/IbI MBIIEYHOH CTAG0CTH BIUIOTH IO M4/IEHNS, OTHOCH-
TEAbHAA OPAJUKAPAUA M BPOXKACHHAA IVIyXOTa. MHOrma yxe y
IUIOZid PETUCTPUPYIOTCA ATPUOBEHTPUKY/IAPHBIE OOKAIBl MM
CHUHYCOBAsl Opa/IUKAPAHSL.

[t manpentos ¢ Y-QTc XapakrepHbl 0OMOPOKH, KOTOpbIE
MOI'YT OIIMOOYHO TPAKTOBATHCA KAK BA30BArANbHBIE. B HOpME
IIPU IEPEXOJE U3 TOPU3OHTAILHOIO TIOJIOKEHNA B BEPTUKATIBHOE
untepsan QT ykopauuBaeTcs BCIEACTBUE BO3HUKAIONIEH (DU3HO-
JIOTMYECKON CUMIIATUKOTOHUU ¥ CUHYCOBOM Taxukapauu. Ho y
nauueHTos ¢ Y-QTC mpy TakoM MaHEBPE (PUUONOTUYECKAS CUM-
MATUKOTOHUS BBICTYIIAET KaK TpUrrep: uutepsat QT yumnsercs,
BO3PACTAET BEPOATHOCTb APUTMUIL. TO €CTb OpTOCTATUYECKUE
0OMOPOKH Y TaiueHToB ¢ Y-QTC MOIyT CBU/IETENLCTBOBATH O
6ornee Cepbe3HBIX PACCTPOUCTBAX, YEM BA30BArAIbHBIE 0OMOPO-
K [13].

[Ipu OKI-puarnocruxe V-QTc, Hapaay ¢ UBMEHEHUAMH TN~
TENBHOCTU UHTEPBAIA QT, OLEHUBAIOT XaPAKTEPUCTUKHI BOJIHbI
T. Bugnmas ansrepHanyd BonHbl T (M3MeHEHHE (POPMBI, BOJIBTA-
K4, MHBEPCHUA) Y NALUEHTOB ¢ Y-QTC — IOKa3aTenb BLICOKOIO
pucka pubpwuAIuM Kelayrodka win torsade de pointes.
MUKpOBOJIBTAKHAA ANBTEPHAIMA BOJIbHBL T, BBIABIACMAA IO
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CHELUATBHBIM KOMIIBIOTEPHBIM IPOrPAMMAM, — BBICOKOCIICLI-
(PUUHBIN, HO HU3KOUYYBCTBUTEAbHBIM mnpusHak Y-QTc.
[IpOrHOCTUYECKOE 3HAYECHUE MUKPOBONBTAKHON albTEPHALIMN
BO/HbL T HE M3BECTHO. BhisABICHA CBA3b MEKAY MOP(OIOrUeit
Bo/Hbl T 1 TunoM Y-QTc. lupokas Bonna T vamme perucTpupy-
erca npu Bapuante LQT1, pacmerieHHas — NpY BApUAHTE
LQT2, HopmanbHAs BoMHA T € JUIMHHBIM H303JEKTPUYECKAM
cermenToM ST — npu Bapuante LQT3.

COrmacHO MEAIYHAPOAHBIM CTAHAAPTAM BBIEAIOT OOJIbIINE
1 Manble KIMHUKOOKI-kpurepuu V-QT.
K 60onbIym KpuTepusM OTHECEHBL:
yumHenue narepsana QTc 6onee 440 mc na DK nokos;
CTPECC-UHAYLIUPOBAHHBIC CUHKOIIE;
CJTy4au BbIABIEHUSA ymHeHns nurepsana QT B cembe.
Maspie xpurepuu:
BPOK/ICHHAA ITTyXOT4,
Huskag YCC;
AJIBTEPHALNA BOMHBI T.
CHHZIPOM JIMaTHOCTUPYETCA IPU HAIMYKH JBYX OOJbIIUX UJIH
OHOTO OOJIBIIOTO Y ABYX MAJIBIX KpUTEPHEB [14]. Aroputm aua-
THOCTUKU CHH/POMA VUIMHEHHOTO QQIC M BPAaueOHOM TAKTUKU
IPEICTABIEH HA pucymxe 1.

He xaxpoe Hebonbioe ymHenne QIc paccMaTpuBaeTcs Kak
IATOJNIOTMYECKOE, TPEOYIOmEe TICHETUYECKUX UCCICAOBAHUMI.

Tun cuHppoma TeH benok Jlokyc Mpumeyanue
LaT1 KCNQ1 (retepo3urotsl, KvLQT1 (Kv7.1) | 11p15.5 Tpurrep: cTpecc, husnyecKkne Harpy3ku
KanneBbli KaHan)
LQT2 KCNH2 (kanueBsblit kaHan) | hERG (Kv11.1) |7g35-36 Tpurrep: wym
LQT3 SCN5A (HatpueBbiit kaHan, |Navl.5 3p24-p21 | Tpurrep: coH, Nokoii. bonblwoe yucno myTaumii obycnasnuea-
onucaHbl 50 myTaLuii) €T CaMble pa3HO06pa3sHble KNMHUYECKME NPE3EHTALUN CUH-
APOMa, B T. Y. U cuHApom bpyraaa
LQT4 ANK2 (HatpueBblit, kanue- | AHKkepuH-B 4q25-q27 |?
BbI M KanbLMeBbIN KaHanbl,
onucaHbl 5 MyTaLuit)
LQT5 KCNE1 (kanueBblii KaHan, MinK 21q22 YacTb nauyueHToB — Hocutenu cuHapoma Xepsenna —
reTepo3nroThl) Jlanr-HunbceHa (a/p. BpoxaeHHas BHYTPEHHAS TYroyXocTb
WU TIYX0Ta, CUHKOME BNIOTh A0 CMEPTENbHOIO UCXOAA NpH
dbusmnyeckoit Harpyske, yanuHeHue QTc 6€3 3NeKTPOUTHBIX
HapyLlWeHUi C YepesoBaHWEM MepLAHKA 1 TpeneTauus xeny-
AoukoB [torsades de points])
LQT6 KCNE (kanueBblil kaHan) MiRP1 21q22 Tpurrep: MeAUKaMeHTbI
LaT7 KCNJ2 (kanuessblit kaHan) | Kir2.1 17q23 YacTb NayMeHToB — HocuTenn cMHApoma AHaepceH — Taynu
(a/n, nepuoanyecknii napanuny, MUKpoOrHaTus, HU3Kkonoca-
KEHHbIE VLY, KTUHO[AKTUANA)
LQT8 CACNA1C (kanbLueBblit Cav1.2 12p13.3 YacTb nauueHToB — HocuTenn cuHapoma Tumotw (a/A.
KaHan) AyTU3M, CUHLAKTUAMSA, [U3MOPdU3M, AHOMANNK CEPALLA, MHO-
KECTBEHHbIW PaHHWII Kap1ec, TMNOTEPMUS, TUMOMINKEMUS,
yacTble UHeKLKm)
LQT9 CAV3 (HaTpueBbIii KaHan) KaseonuH 3 3p25.3 Mytauus CAV3 0TBETCTBEHHA M 33 MbllWeYHble 3ab0NeBaHus
LQT10 SCN4B (HatpueBsblit kaHan) | Navh4 11g23.3 KpaitHe pegkoe coctosiHue. OnmucaHo okono 5 cemeit
LQT11 AKAP9 (kanueBblil KaHan) 7q21-q22
LQT12 SNTAI (HaTpueBbIil KaHan)
JLN1 KVLQT1 nunmn KVLQ (kanwe- 11p15.5
BbIi KaHas, roMO3MroThl)
JLN2 KCNE1 (romo3uroThbl) 21q22-22.1

lpumeyaHue. a/p — ayTOCOMHO-PeLLeCCUBHBIN, 3/ — ayTOCOMHO-[OMMUHAHTHbIIA.
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Bpaue6Had Taktuka npu Y-QTc CTpOUTCA B 3aBUCUMOCTH OT CTe-
TIEHU Y/UIMHCHUS, KTMHIYECKON KAPTUHBL, U3MCHEHUS BOJHBI T.

L.

Beccummrommpit maruent ¢ V-QTc 044—046 ¢ [pu otcyT-
CTBUM CEMENHBIX CyyaeB Y-QTC Wi HEOOBICHUMBIX CMEPTEN
B BO3pacte miame 30 JeT, OTCYTCTBUH Y MAIEHTa 0OMOPO-
KOB, BPOXK/IEHHO! INIYXOTbI, NEPUOAUUECKON MBIIIEYHON CJ1a-
00CTH, ayTu3Ma ONPEAEAIOT NO3UIMIO uHTEpBana ST 1 Mop-
(bonormto BonHbl T. TIpu HOpMAIBHON MOP(ONOrUK BOMHL T
MUHUMYM B 3 OTBeCHIAX Ipu 12-KananpHo# OKI' ¢ mosepx-
HOCTHBIM HAJIOXKEHUEM 3JIEKTPOZIOB (JIydIle MPU CYTOYHOM
MOHHUTOPUPOBAHUHN) HCCIEOBAHUE TIOBTOPAIOT 4Yepe3 3—4
Hegie. EC npu OBTOPHOM MCCHIEAOBAHUM TIO-TIPEKHEMY
HET OTPMIATENBHBIX U3MEHEHNH, IMarHo3 Y-QTc cHumaercs.
BeposttHOCT TIOCEAYIomelt MaHugectarmu V-QTc npu yka-
3aHHBIX YCIOBHAX 3HAUNTENbHO Hipke 1:1 000 [15].
beccumnromubift nanuent ¢ Y-QTc 047 ¢ u 6onee. pu m-
tenpHOCTH QT 0,47 ¢ 1 6onee, abTepalyiu BOMHBI T, MHITN3Y-
pe Ha BonHE T 1O MEHbIIEH Mepe B 3 OTBE/ICHUSX MOXKHO
TOBOPUTD O JIONOJIHUTENBHBIX KpUTepusax cunzpoma Y-QTc.
Cepbe3HbIM BCIIOMOIIECTBOBAHUEM B JJUATHOCTHKE ABJIACTCA
CYTOYHOE MOHUTOPUPOBAHKUE PUTMA C HOCIEAYVIOMIIM aHAIN-
30M mrtenpHocTy nHTepsata QT u Bomnsl T. [Ipn Hamymn
6osee 4 nyHKTOB 110 1mKate Schwartz [16] BEPOSTHOCTb CHH-
Apoma Y-QTc oyeHb BeMKA, 4TO HACTOSTENBHO TpPEOyeT
MOJIEKY/EIPHO-TCHETUYIECKOIO AHAMM3A. [EHETHYECKOE UCCiIe-
JIOBAHUE 5 HaMOOJIEE YACTBIX I€HOB HOHHBIX KaHanos (LQT1
— LQT3, LQTS, LQT6) mo3BOIISICT BHIABUTD 3/4 BCEX CITyYACH
V-QTc.

[TalIMEHT C CUHKONAIbHBIMY WM IIPECUHKOIATBHBIMU COCTO-
aauamu 1 V-QTc < 047 ¢. CUMITOMHBIE TAITUEHTHI C JUIU-
TenpHOCTBIO QTC < 0,47 ¢ I0KHBI OBITH OIEHEHBI T10 TKAJIC
Schwartz (ma6a. 3). V4UTbIBAETCA CEMENHBIA AaHAMHES, HAU-
4pe 0OMOPOKOB, CKJIOHHOCTb K OPaIMKAPNH, TTIyX0Td, MOpP-

donorus Bonsl T [16]. [Ipy HATMYNK 4 MYHKTOB MOKA33HO
MOJIEKY/ISIPHO-TEHETUYECKOE  UCCIIEI0BAHUE. BO3MOKHBI 1
JIMATHOCTHYECKUE (PAPMAKOTIOTHYCCKUE TIPOOBI C AIPEHAH-
HOM WM U30IPOTEPEHONIOM, HO OHHM UPEBATHI JKU3HEYTPO-
JKAIOMMMY HADYMEHUAMU PUTMA CEPALIA U MOTYT ObITh IIPO-
BCJICHB B MCKIIOUMTEIBHBIX Cy4asSX TOJBKO B YCJIOBUSX
A/1aThl UHTEHCUBHON Tepanuu. Eciy npu CyrTo4HOM MOHH-
TOPUPOBAHUU PUTMA CEP/LIA HE BBIABIEHO COOTBETCTBYIONIUX
HAPYIIEHUH, BO3MOXHO 60iee IUTENbHOE MOHUTOPUPOBA-
nye [17). [Ipu Hamunu MOJEKYIAPHO-TEHETUYECKHUX BAPUaH-
ToB LQT1 1 LQT2 BepoATHOCTh OCIOKHEHUH HE 3aBUCHT OT
nona nanuenta. Bapuant LQT3 mporekaer HEOIArONpUATHO
Y JIEBOYEK U sxeHmuH [10].

4. 'V jeteit ¢ KIMHUYECKUMY TPU3HAKAMHU OIUCBIBAEMOIO CHH-
Apoma u amurenbHoctsio QTc 0,47 ¢ u bonee npu ye1oBuu
OTCYTCTBUS MEAUKAMEHTO3HOTO BIUAHUA €CTb BCE OCHOBA-
HUA TOBOPUTD 0 Y-QTc. [urenpHoe N1e4eHne OCHOBBIBACTCA
Ha HA3HAYCHUU B-6I0KATOPOB (HAIIpUMEP, IPONPAHOJION B
J03€ 3 MI'/KT).

JIEYEHUE

PekOMEHAyeTCs BOAEPAKATLCA OT 3aHATUH CIOPTOM, T. K.
(PM3NYECKAA AKTUBHOCTD, IVTABAHUE, CTPECCOBBIC 3MOLMH IIPOBO-
uupylor ocnoxuenus Y-QTc. [Iposouupyromuil adexT (pusn-
YECKUX HATPY30K U TAXUKAPAUU U, COOTBETCTBEHHO, 3ALUTHDIN
apdexr B-6m0xkaropos 3asucat or Tuma Y-QTc. Puzmdeckas
HATPY3K4, TAXUKAPANA, INIABAHUE ¥ HBIPAHUE — OCHOBHBIE TPHI-
repsl BHe3anHOH cmeptu npu LQT1. LQT2 Toxe nposonupyercs
HAIpy3Kamy, HO B MeHblei creneny, yeM LQT1. dusnueckue
HATPY3KU U TaXUKAPAMA HE BIMAIOT Ha MaHupecramuio LQT3.
TUNUYHBIE HAPYMEHNA PUTMA CTYYalOTCs, KAK TIPABUJIO, BO CHE.
[TIoaTOMy M JUCKYTHPYETCA LEIECOOOPA3HOCTD HAZHAYCHUA

WHTepBan QTc

v

<0,47 c

0,47 c n 6onee

v

3 1 MeHee 6annos

v v

bonee 3 6annos no wkane
CumnToMbI +/-

no wkane Schwartz Schwartz
fexoTun feHotun + feHoTun +/- leHoTHN +/-

He U3BecTeH/HopMma

v v

v v

Kontposb 3KI.
Mpu nsmeneHHow Bonxe T MeankameHTo3HOE
npo6bl C Harpy3Koii unm neyeHue
afipeHaNnHOM

MeaukameHTO3HOE leYeHue.
Boautenb putma
npu 6pagukapauu.
Npu HeobxoauMoOCTH

MepgukameHTO3HOE
JieyeHue

Aaemnbpunnauus
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[-6/10KaTOPOB VI NIPEAOTBPACHUA HAPYWEHUT pUTMa. J1d
neyeHns manueHtoB ¢ LQT3 obcyxpaeTcs 1enecoodpa3HocTh
IPUEMA MEKCHIIETHHA, OJIOKATOPA HATPHEBBIX KAHAJIOB KAK MOHO-
TEpANY, TAK U B COYETAHUU C B-610Karopamu [5]. Ho cpeau
nauyenTos ¢ LQT3 BbICOKA JOMA JETEH, HE PEArupylomux Ha
HA3HAUCHUE BIOKATOPOB HATPUEBBIX KaHAIOB |18, 19].

C 1enblo MPeAYNPERIEHNS KapAUAIbHBIX KaTaCTPO( UCKIIO-
YAI0TCA TAKUE IPENAPATHL, KAK 4APEHAIUH, aHTUIMCTAMUHHBIE
CPEACTBA, SPUTPOMUIINH, TPUMETOIPUM, XHUHUJUH, POKAMHA-
MU, JU30MUPAMU, COTAION U APYIHUE, U3ATIPU, KETOKOHA30J,
(DIIIOKOHA30J1, IHTPAKOHA30J1, TPULIMKIMYECKUE AHTHECTIPECCAH-
Thbl, IPOU3BOAHBIE (DEHOTUA3HMHA, TANONEPUION, UHAAIAMUL U
APYIHE JUYPETUKN.

[Io MexayHapoiHbIM peromenparmam [20, 21] npenapaTom
BBIOOPA ABIAIOTCH B-OJI0KATOPBL B 3TOM paly NEpPBbIM IIperapa-
TOM ABIACTCA MPONPAHONOINL JO3bI NPENapaToB IOAOUPAIOTCA
UH/IVBHUYAIbHO, OPUEHTUPYACh HA IIONYYAEMBI  OTBCT.
AnTnazpeHepruyeckas Tepanud 3(pEQEKTUBHA Y OOJNbIIMHCTBA
aereit ¢ Y-QTc, CHypKast pUCK apUTMUI ¥ YMEHBIIAS JJTUTENBHOCTD
unrepsana QT. CeftyeT IpeAyIpeUTh POAUTENEN, UTO IEPEPHIB
B IIPUEME B-0JI0KATOPOB YPEBAT KAPAUAILHBIMU OCTOKHCHUAMU.,

Ortser Ha B-0JI0KATOPB! ¥ MEKCUJIETHUH 3ABACUT OT THIIA MyTa-
IMA U TPUITEPHBIX (DAKTOPOB. B YACTHOCTH, MEKCHJIETHH Y
mogeit ¢ cuaapomom LQTS3 ¢ myranuert nporenna F1473 yeyry-
Omer pampuenmee ypmuenue QT [22]. Ipu cunppome LQT1
[3-610KaTOPBl AP(EKTUBHBL, €CU IIPOBOLUPYIOMUMH (DAKTOPA-
MU BBICTYNIAIOT (PU3UYECKUE HATPY3KU, HO HE 3(DPEKTUBHBL, €CIIU
HAPYLICHKA PUTMA CTy9aIOTCA BO CHE [23].

OKCTPEHHAA TEPANuA HALEACHA HA IPEAOTBPAECHUE SIU30-
J10B torsades de pointes 1 BHE3AHON CMEPTU U BKJIIOYAET B CEO4
UCKIIOYEHNE TTPOBOLMPYIOIUX AT€HTOB, BHYTPUBEHHOE BBEJIE-
HHE PACTBOPOB KAJINS, MATHHUA, PEKE — U30MPOTEPEHONA [24].

Y HALUEHTOB € YaCTBIMU JKU3HEYIPOKAIOIMMU HAPYIICHUA-
MU purMa [25], IOABEPraBIINXCA JICUCHUIO e(DUOPUILATOPOM,
I'DYIIIbI BLICOKOTO PUCKA IO BHE3AMHON CMEPTU BO3MOKHO HPHU-
MEHEHHE UMIUTAHTUPOBAHHOTO Kap/IMOBEPTEPA/AE(PUOPUILIATO-
pa (BOAUTENA PUTMA) U/ YAAICHUE JIEBOTO MIEHHOIO 3BE3/4a-
TOIO y3/1a (CUMIATHYECKAS ICHEPBALII).

IIpuoGpeTeHHBI CHHAPOM yimuHeHHOro QTc paccma-
TPUBAETCS KAK IOOOYHOE JENCTBUE MHOTHX COCTOSIHUIA U TIPENa-
paros. [IpuodpereHHOE yiymHeHne QTc BCTpevaeTcs npu Jiek-
TPOJIUTHBIX HAPYIIEHUAX, CyOaPaXHOUIAILHBIX KDOBOUS/IAAHUSAX,
UIEMUN MUOKAP/[A, 6E30CIKOBOM MUTAHWUH, BEICTATUBHON HEH-

MEIULIMHCKUIA
COBET il

%2012

3Kr

QTc-MHTEPBAN 60/1€E 480 MCEK. «uveneenrrnenennennnnnn. 3 6anna
QTc-nHTepBan 460—470 MCEK «.uvvruernnenneennernnenns 2 6anna
QTc-uHTepBan 450 MCEK (MANBUYUKU) «.vereennennnnnnn. 1 6ann

Torsades de points
AnbtepHupytowas T-sonHa

WNHun3ypa Ha BosHe T He MeHee YeM B 3 LMKIAX........ 1 6ann
bpagnkapana (YCC HuKe 2 NEpLEHTUAN)....ueen.e..... 0,5 6anna
06MopoKM

T1OCTE CTPECCA +enneenneenneaneeenteeneee ceeeneeanennes 2 6anna
YT on Yol or- EP PP 1 6ann
BpoxpaeHHas rnyxota

CemeWHbIV aHaMHe3

YonuHeHHbI uHTepBan QTc y POACTBEHHUKA ........... 1 6ann
HeobbsicHUMas cMepTb y poACTBEHHUKA

B BO3PACTE 0 30 JET .eenueenneennenneeneenneaneennenns 0,5 6anna

TpaKTOBKa pe3ynbTartoB

1 6ann u MeHbUe —

HU3Kas BEPOATHOCTb CUHAPOMA YANMHEHHOTO UHTepBana QTc
2—3 6anna —

CpefiHAf BEPOATHOCTb CUHAPOMA YANMHEHHOTO UHTepBana QTc
4 6anna u Bbie —

BbICOKasi BEPOATHOCTb CMHAPOMA YAJIMHEHHOTO MHTepBana QTc

pomaTuN (HATIpPUMED, NPU CAXAPHOM JIMAOETE), YHOTPEOICHUH
KOK4UH4, OTPaBlIeHUN (POCHOPOPraHUIECKUMU COEAUHEHUAMU.
Jl71st me/iaTpoB 0COO0E 3HAYCHUE NMEIOT AHTUOUOTUKH (HATIPH-
Mep, MAKPOIMABI) M HEKOTOPBIE AHTUAPHTMUYCCKUEC CPECTBA
(HampuMep, aMUOJAPOH). B TO JKe BpeMs eCTb MHEHHE, YTO TIpe-
TIAPATBI BBICTYIIAIOT TOJILKO KaK IPOBOKAaTOPb! OKI-MaHudecTanmuu
VAKE HUMEIOMUXCS TEHETUIECKU OOYCIOBIEHHBIX PACCTPOKCTB B
HOHHBIX KaHA/IAX [2]. PAKTOPAMU PUCKA MEAUKAMEHTO3HO CIIPO-
BOLMPOBAHHOTO Y-QTC ABIAIOTCA MPEAMECTBYOmas Opajukap-
VAL, SKEHCKUI T10J, TUTIOKAIMEMIA, TUTIOMAT HUEMUS, TUIIOTEPMU,
TIOPOKH CEpALIA, GOJIE3HY IUTOBUIHON JKENE3BL.
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