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RIFLE, no cyTu, coBnagaeT ¢ TakoBbIMW auarHosa 1-it cTa-
aum OIM B cucteme AKIN, a knaccebl | 1 F no RIFLE cooTt-
BeTcTBYHOT cTaguam 2 1 3 no AKIN. Mog OMMN npegnaraet-
€Sl NOHWMAaTb OCTPOE (Yachl HeJenu), NoTeHUManLHO obpa-
TUMOE MOBPEXAEHNE NOYEYHON MapPEHXMMbl Pa3nMYHON
9TMOMOrMM W NaToreHe3a Co CHKEHMEM UNi 6e3 CHIDKEHMS
9KCKPETOPHOMN hyHKLMK noyek [11,12].

LlenecoobpasHo 0TAenbHO HasbiBaTh Takke (aKTopb
pucka OMM: Hanuume XBI no6oro NPOMCXOXAEHNS; NOXK-
oW BO3pacT; caxapHbli auabeT; ayTouMMyHHble 3abonesa-
HUS; MHGEKLMM 1 0BCTPYKLMS MOYEBBIX MyTel; HeppoTOKCH-
Hbl (B TOM 4uCne He(POTOKCUYECKWNE NEKapCTBa); CEncuc;
TpaBMa; LLOK; MHOXECTBEHHAs MUErNoMa; reMoTpaHcysuy;
3ab0neBaHNs NeyveHwn; HapylleHus remokoarynsumm; bepe-
MEHHOCTb; PacCTPOICTBa SMEKTPONIMTHONO rOMeOcTasa; ocT-
pbii  MHCDAPKT MMUOKApAa; CephevHas HeOoCTaTOYHOCT;
KapaMOXMPYPrUYECKNe BMELLATENbCTBA; TMMOBONEMMS; M-
nansOyMUHEMMSE; pacoBast NPUHAANEXHOCTb.

Takum 0OpasoM, NpUHLMMLI AUArHOCTUKK U CTpaTudu-
KaLumM TSKECTM OCTPOrO MOBPEXAEHUS MOYEK C npeasio-
KEHHBIMW BbILIE M3MEHEHUSIMU W JOMOMHEHUAMM MOTYT
ObITb MCMONB30BaHbI B NPAKTUKE OTEYECTBEHHBIX Hedhpono-
rOB M Bpayeil OTAENEHNA MHTEHCMBHOW Tepanuu [13].
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Pestome
[anHas nekyus nocesiujeHa epynne HacnedcmeeHHbIx 3abonesaHull - «NepeuUYHbIe anekmpudeckue 6onesHu cepduyan
unu «kaHamonamuuy. pedcmasneHbl duaeHOCMUYECKUE KpUMEPUU U hokasaHusi 0 npogedeHusi Xonmeposckozo Mo-

HumopuposaHust 3KT.
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Knoyeenie cnosa: Xonteposckoe MoHUTOpupoBaHie K, kaHanonaTuu, AMarHoCTUKa.

B kapavonoruv Bblgenunack rpynna HacneAcTBEHHbIX
3abonesaHuit, ¢ Boicokum puckom BCC, kotopbie obbeaun-
HeHbl B MOHATME «NEPBUYHbIE ANeKTpuyeckue BonesHu
cepaua» UnM «kaHanonaTtuuy, Tak Kak B OCHOBE WX maTtore-
Hesa nexat MOMEeKynspHO—TeHETUYECKMe aHoManum pery-
NALMOHHBIX KaHanoB kapanomumouuTa [1-2].

B HacTosiLiee Bpems K «kaHanonatusm» 6e3 o4eBMaHo-
0 NOpaXeHUs MuUoKapha OTHOCAT Credylowue KIUHUKO-
anekTpokapanorpaduyeckie CUHLPOMI:

- CuHgpom yanuuenHoro QT;

- Cungpom bpyraga;

- KatexonamuHepruyeckue XT;

- Cunapom kopoTkoro QT;

- MavonaTnyeckas pubpunnaumus Kenyaoukos.

Cvngpom yanuHeHHoro QT. [ins ycTaHoBneHus aua-
rHo3a CYUQT P.Schwartz npeanoxun Beiaensts 6onblune
W Manble KIMHUKO-3MNEKTpOKapanorpacuieckne AamarHo-
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ctnyeckne kputepun CYWQT, koTopble SIBNSKOTCS OCHOB-
HbIM CTaHZAPTOM ANs AnarHocTMkM 3abonesanus [3- 4]. K
BOnbLUIMM KPUTEPUSIM OTHECEHBI: - YANUHEHWE KOPPUrHpO-
BaHHoro uHTepaana QTc (paccuutaHHoro no opmyne QTc
= QT/VRR) Ha 9KI" noKoS:; - CTPECC-UHAYLMPOBaHHbIE CUH-
Kone; - Cryyau BbISIBREHWS yanuHeHwst wHtepeana QT B
cembe. Cpeau ManbIx KpUTEPUEB: - BPOXAEHHAS MMyX0Ta; -
Makpockonuyeckas (Bu3yarbHas) anbTepHaums 3ybua T; -
HW3Kas 4acToTa CepAeyYHbIX COKPALLEHU W HapylleHue
npoLecca penonspusauum Muokapaa xenynoukos. Pomb
XM B guarHocTuke, CTpaTdmkaLmm pucka u oueHke ag-
(DEKTMBHOCTM NEYEHNS 3aKIO4YAeTCs B BbISBMEHNM Xeny-
[OYKOBBIX TaxnapuTMUIA, MPEXAE BCETO KM3HEYTPOXKaIoLLMX
KT (nonumopdoHoit XKT, Taxvkapauu TUna «NupyaT»), Mak-
poarnbTepHauum T 3ybua, OLEHKa NPOAOIKUTENBHOCTM
nHTepsana QT [5-7].
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PucyHok 1. Anu3oa NnpyaT-TaxMKapaumn y NauueHTa ¢ CHHAPOMOM YANMHEHHOro uHTepBana QT.

Cungpom kopoTkoro wuHTepBana QT (CKUQT).
CKNQT sBnseTca peakuM reHeTUYeCKUM apUTMOreHHbIM
CUHZPOMOM Y 1AL, CO CTPYKTYPHO HOPMaribHbIM CepALEM,
KOTOpbIA, B MEPBYI0 O4Yepedb, XapaKTepusyeTcsi KOPOTKUM
uatepsanoMm QT ¢ < 300mcek Ha JKI nokos ¢ y3kum, 3a-
ocTpeHHbIM T 3y6LiOM, YacTon accouumaumen ¢ pubpunns-
LUWel npencepami, 6OMbLUMM CMEKTPOM HapyLueHuid cep-
LEYHOTO pUTMa. BbISBNEHO 2 KMMHWYECKNX BapuaHTa CUH-
LpOMa: MOWOMATUYECKUIA YacTOTO-HE3ABUCUMBIA - MPN KO-
TOpOoM MHTepBan QT yKopouyeH MOCTOSHHO M Napagokcarb-
Hblit Opagu3aBUCUMbIN, NpU KOTOPOM ykopodeHne QT oT-
MeyaeTcsl TOMbKO MpW pasBUTUM Opagukapamu B HOYHOE
Bpems npu XM [7-9].

OcHoBHble 3 BapuaHTa 3abonesaHusi (LQT1, LQT2 un
LQT3) wmmetot cneumnduyeckyto mopdonormo T 3ybua,
KOTOpas MOXeT MOMOYb B COYETAHUM C KITMHUYECKON Kap-
TUHON NPEaNoNOXUTL MOJIEKYNSPHO-TEHETUYECKNA Bapu-
aHT 3aboneBaHus M 06OCHOBaTb TaKTWKY AanbHenLwen
AMarHoCTuKM 1 reHcneuynduyeckoin Tepanun LQT1T tunu-
YeH OCTPOKOHEYHbIN, C LUMPOKMM OCHOBaHueM T 3ybeu,
LQT2 - gByropbbiit 3ybew 1 naysosaBucuMble Xenygou-
koBble aKcTpacucTonbl LQT3 — anuHHbIA cermeHT ST Ha
YPOBHE W30MUHAW C BBLICOKAM OTKITIOHEHWEM KOHEYHOM
yacTu 3ybua T.

Cwnppom Bpyrapa. Cungpom Bpyraga xapaktepuay-
eTcs Onokagon nNpaBoi HOXKM Nyyka Mca ¢ NogbEMOM
cermeHTa ST B 0TBefeHnsx V1-3 1 BbICOKMM pUCKOM pas-
Butus BCC y nuu co CTPYKTYPHO HOPMarnbHbIM CEpALEeM.
[lokasaH cemeiHbI xapakTep 3Toro 3aboneBaHust U Bbl-
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SIBMEH TEHETUYEeCKU AedekT HaTpueBbIX KaHanos cep-
AeyHon Mbiwubl [9-11].

KnuHnyeckas kapTuHa cuHgpoma bpyraga xapaktepu-
3yeTcs BO3HWKHOBEHMEM cuHkone unu u BCC Ha oHe
MPUCTYNOB KENyA0YKOBOW Taxukapanu. Yacto HOYbK Unu
BO CHe MOryT ObiTb MPUCTYMbI HOYHOTO YAYLILA UMW aro-
HanNbLHOMO AblXaHWs, UHTEPNPETUPYEMbIE HEPELKO KaK HOY-
HOe anHo3.

B cnyyae cmepTu Ha ayToncum OTCYTCTBYIOT NPU3HAKK
OPraHW4YeCcKoro NOpaxeHUs MUokapaa U KOPOHapHbIX COCY-
poB. KntoueBbiM 3BeHOM naToreHesa 3abonesaHus sBnseT-
CSl FEHETUYECKN [EeTEPMUHUMPOBAHHOE HApYLLUEHWe WOHHbIX
KaHanoB Kapauomuounta, O0OYCMOBNEHHOE —MyTaUMsIMU
reHa SCN5A.

Mpn XM BO3MOXHa perncTpaums noaMmMopgHoi Taxu-
Kapauu nupyaT, MakpOCKOMUYECKOW W MWKPOBOILTHOM
anbTepHaumm T 3ybua.

KatexonamuHepruyeckass nonumopdHas xeny-
poukoBas  Taxukapamua.  MonekynsipHo-reHeTn4eckomn
ocHoeon KIMKT [12-16] sBnsetca myTtauus B reHe cep-
[EeYHOro puaraguHosoro peuentopa (RyR2) kogupytowe-
ro Cat+ perynatopHblit npotemH (PCVT1) munm Hapywe-
Hue Benka kanbceksuctpuHa CASQ2, kniovyeBoro Genka
perynupytowiero BbiceoboxaeHne Cat++ n3 capkonnasma-
Tuyeckoro petukynyma (PCVT2). Yacto XT umeeT xapak-
Tep ABYHanpaBneHHOW, ¢ Mopdonorueit nonepemMeHHom
Bnokaabl nepeaHen u 3agHen BETBM NEBOM HOXKM Myyka
[Mca npu peructpauun B CTaHAAPTHbIX OTBEAEHUSX WM
npu XM.
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PlllcyHOK 3. Ka‘rexonaMMHepmqecKaﬂ I'IOHMMOp(*)Haﬂ xenyno4vkoBasa Taxukapaua.

CvHOpPOM BHE3anHOM CMepTW U uavonaTuyeckas
¢ubpunnauus xenygoukoB. CuHOpPOM BHE3anHOW He-
0BBACHUMOI CMepTH UK cornacHo abbpesuatype, NpuHs-
TOW B @HrNOA3bIYHOM HayyHo nutepaTtype - SUDS (sudden
unexplained death syndrome). JoctatouHo yacto Ha SKI
BbISIBMIETCA NOAbEM CermeHTa ST B npasbiX Npekop-
AvarnbHbIX OTBEAEHWSX, yBenuueHue BpemeHn AB npose-
AeHns Ha IKT nnm npu OOW. OpHako cywlecTsyeT 1 rpynna
BonbHbIX, Y KOTOPbIX HE YAanoch BbISBUTb CKOMb JMBO
XapakTepHbIX anekTpokapavorpaduyeckmx nameHeHun [17-
21]. Mpm oueHke BPC npu XM y 60MbHbIX C AaHHBIM CUH-
LPOMOM BbISIBIIEH PUMMAHbIA CEPAEYHbIA PUTM CO CHUKEH-
HOM pasHULEei MEeXAy OHEBHbIM M HOYHbIM 3HAYEHWSMU
UCC (21,3 + 7,4 ya/mMnH B KOHTponbHOM rpynne, 9,1+5,9
ya/MuH y 6OMbHBIX C MOJO3PEHNEM Ha Hanmnyue cUHApoMa
n 7,0456 ya/mMuH y 6ombHBIX C BepuULMPOBaHHbBIM
SUDS, p <0.001) [22-26]. Takke 3T M3MEHEHWNs MOryT
ObITb MHOPMATUBHO TECTUPOBAHbI MO NPOrPECCUPYIOLLEMY
CHXXEHWMIO BEMMYMHBI LMPKAZHOTO MHaekca 1,1 y BonbHbIX
C Hanbonee TsXembIM KIMHUYECKUM TeuyeHuem 3abonesa-
Hus [27-28]. Hanbonee onmacHyio hopmy XenyaouKoBbIX
Taxvkapauii  NpeAcTaBnseT uauonatudeckas ubpunns-
LS XXenyo4KoB, ABNAOLANACA npudnHoit go 1% Bcex cny-
yaeB BHebomnbHUYHO BCC. Ota aputmus npeumyLle-
CTBEHHO BO3HWKaeT y GonbHbIx 33-36 net, Ao 25% 6onb-
HbIX B 3TOM rpynne COCTaBNST MOSIOAbIE M0AM B BO3pacTe
10 20 net. 311 60MbHbIE C BbICOKUM PUCKOM W YaCcTO eauH-
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CTBEHHbIM MeTogoM npegynpexaerus BCC y Hux senset-
Cs UMNNaHTaums kapamoBepTepoB-gedubpunnatopos [29].
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«KaHarionamusinapza» apHanzaH. CoHbiveH xamap OKI-Hi xonmepnik MoHUmopnay xypeidy OuagHoCmUKasbIx
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ROLE OF CHOLTER ECG MONITORING IN THE DIAGNOSIS OF GENETIC SYNDROMES
(CHANNELOPATHIES) WITH THE RISK OF LIFE-THREATENING ARRHYTHMIAS
L.K. Karazhanova, A.A. Chinybaeva, M.A. Kapakova
Semey State Medical University
This lecture is devoted to a group of hereditary diseases - the "primary electrical cardiac diseases” or "channelopathies."
There are diagnostic criteria and indications for Cholter ECG monitoring present in this lecture.
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