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CHHAPOM YAJIMHEHHOTO Q-T 1 IPYT'UE KAHAJIOIIATHUHA:
OT TEOPUMU K ITPARTHUHRE

0./1. Kyuepenko, 0-p med. Hayk, npogeccop
XapvroscKkuil HAYUOHALbHBLI MeOULUHCKULL YHUBepcumem, 2. XapvKo8

YV po6omi npedcmasaenuii cywacnuii cman npobiemu OiazHOCMUKU | JiKYBAHHA
Kananonamiili, Ha @QOHI AK020 MONYMb pPO3BUBAMUCS Hebe3neuni O0as Humms
apummii. Ilpuuunow cnadrxosux ¢Gopm nodosxcenns inmepsary Q-T, iozo
CKOpOueHHs, cuHipomy Bpyezadu, kamexon3aneiHol WAYHOULKOB80T maxikapdii €
eenni mymauii. Habymuii cundpom nodosixucenozo Q-T o06ymosneHuil npuilomom
anmuapummivHux ma iHwux npenapamis. [Ins JAiKYBAHHA BUKOPUCMOBYIOMb
[-adpenob6rokamopu, 6ukoHylomb imnaaumayin Oedibpunamopa kapdiogepmepa.
Adexsamna mepanis noninwye giddanrenuil npozHo3 y 6iavwocmi X80pUX.

Knamwuwosi cnosa: kananonamii, diaznocmura, LiKY8aHHA, NPOPiLAKMUKA.

B pa6ome npedcmasnenHo cosépemernHOe COCMOAHUE Npobaemb. OUAZHOCMUKU U
JeyeHUuss KAHALONamuil, Ha QOHe KOMODPbLX MOZYm paA36UEAMbCS ONnAcHvie 0N
scusnu apummuu. ITpuuunoit Hacredcmeenuvlx gopm yoarunenus unmepsanra Q-T,
ez0  ykopoyenus, cunOpoma Bpyeadvi, Kamexonsasucumoii dHenydoukosoi
maxuxapduu seasiomcs zenuvle mymayuu. Ilpuobpemennotii cundOpom YOAUHEHHO2ZO
Q-T o6ycnosnen npuemom aHMUAPUMMULECKUX U Opyzux npenapamos. JInsa sevenus
Kanaxonamuii  Uucnonv3yiom  [-adpeno6a0KaAmopsl, Nposodam  UMNIAHMAYUIO
degubpunasamopa kapouogepmepa. Adexsamuas mepanus yayvuwiaem omoanéHHbLiL
npozno3 y 00LbWUHCMBA O0JLbHBLX.

Knrmouesvie cnosa: xanaronamuu, 0uazHocmuKa, ievenue, npoPuiaKkmura.

B ImocijaegHue TroAbl AJOCTUTHYTBI 3HAUYHNTEJIbHbIE YCIIEXW B obJsiactu
MOJIEKYJIAPHON OMOJIOTMU U 3JeKTPO(MU3MOJIOTUN, YTO IO3BOJUJIO BBIIBUTH
HOBYI0O TIpymnmy 3a00JieBaHWi, IOJYYHMBIINX HA3BaHMWE  OOJNE3HM WOHHBIX
KaHAJIOB" wiam KaHajomatuu [1, 2, 3].

K rpynme kawmasomatwii OTHOCATCA CJIENYIOIIVE OCHOBHBIE 3a00JIEBAHUA:
cuaapom ymamHerHoro Q-T, cuazpom ykopouenHoro Q-T; cummpombr Bpyrazwer;
KaTeXoJIaMUHEPrruUecKasa HoJIuMOpdHAA KerymnouKkoBada Taxumkapaud [1, 2]. Bee
oTu 3aboJsieBaHUS OO0BEAUHAET TO, UTO Yy OOJBHBIX HOPU OTCYTCTBUU
CTPYKTYPHBIX W3MEHEHUII CO CTOPOHBI CEP/Ila OTMEYAETCS BBICOKAS CKJIOHHOCTH
K CUHKOHNAJBbHBIM COCTOSHUSAM U BHe3aHOUW KapAuaJbHOW CMepTHU.
PaccmoTpum Kaskmoe u3 3TUX 3a00JeBaHUM.

Cungpom YAJIUHEHHOTO Q-T. JTo coueTaHue yBeJIWUYEeHUA
IIPOJOJIKUTENBFHOCTH WHTepBajia Q-T M omacHBIX IS JKUSHU ITOJIUMOP(HBIX
JKeTYTOYKOBBIX  TaXWKaApAWH, BO3HUKAWOINX 0Opu  (PUSUUECKOM  WUJIN
9MOIIMOHAJIBPHOM HaNpsKeHWU. B HacTodAlllee BpeMs BBIJEJAIOT OOJbINIVE U
MaJible KPUTEPUU [OWATHOCTUKU cuHApoMa yanauHeHHoro Q-T. K Oonbirmm
KPUTEpUAM OTHOCATCA: YBEJWUYEHWE [IJIUTEJbHOCTH wuHTepBasa Q-T 06osee
440 w™mc, pasBuTHe OOMOPOUHBIX COCTOAHHWI TPH CTPECCOBBIX CHUTYyaIlUAX,
HaJmyre CUHApoMa yaamHeHHoro Q-T 'y pOACTBEHHWKOB; K  MAaJIbIM:
Opagukapausd, BPOXKIeHHAA TUIyXO0Ta, HapyIIeHue pernosiApusanun
JKeJIyIOUKOB, HaJuyve B aHaMHe3e aJybTepHar T-BosH (yILIOeHUWE U
3a3yopennocTts 3ybma T) [3, 4].

IIpruwnoit ypnvaenus wHTepBania Q-T mpu HacaexcTBeHHBIX (Qopmax
ABJAIOTCSA TeHHBIe MyTanmuu. C ydJeTOM JIOKaJM3aInuy MYTHPOBABIIETO TeHA
MOYKHO BBIZIEJIUTH UeThIpe Tuna cuHapoma yanuaenuoro Q-T [3, 5, 6]. IIpu 1-m
u 2-M TUHax B pe3yJIbTaTe MyTaIlMM T'eHa, JIOKAJIU3YIOIIErocs Ha KOPOTKOM
miaede 11-ifi XpoMOCOMBI MJIM Ha 7-# XpoMocoMe, HabJomaeTcs MOBPEKIeHNe
OBICTPBHIX KaJIMEBBIX KAHAJNOB, UTO MPUBOAUT K YBEJIWUYEHUIO AJUTEIHLHOCTU
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dopMUpOBaHUA MOTEHIINANOB AelicTBuA. [Ipu cunapome yaiauHenHoro Q-T 3-ro
THUIIA OTMEYAEeTCs MyTallus TeHa, JIOKAJM3YIOIerocsi Ha 3-U XpOMOCOME, UTO
IIPUBOANT K HAPYUIIEHWI0 WHAKTUBAIIUM HATPUEBBIX KAHAJIOB U YBEJUUEHUIO
JUINTEJIbHOCTH JemoJigpm3anuu. llpm cuHgpome 4-ro TUIa B pe3yJjbTare
myTanuu TeHa Ha 21-B XpoMocoMe HapyIIaeTcd AaKTHUBAIUA MeIJIeHHBIX
KaJueBhIX KaHAJOB M, KaK pes3yJbTaT, yAJUHAETCS (haza pemonsgpusanuu (Kax
u npu 1-m Tume). PazButme TaxmapurMmil npu cuHApoOMe yaiauHeHHOTO Q-T
O0BACHAIOT PpaHHEH IOCTAeIloaapu3aleii Jambo JOKAJLHOM pasHUIei
pedpaxkTepHBIX IIEPUOOB BCJIEICTBUE HapYIIeHUA pacupeneneHUsA
CUMITaTUYECKUX HEPBHBIX BOJIOKOH B iKeaymoukax [1, 7]. B mocientee Bpems
BBIZIEJIEHBI elle 6 TumoB cuHApoma yanumHenHoro Q-T (LQT-5, LQT-6, LQT-7,
LQT-8, LQT-9, LQT-10); ux KImHUUYECKOe 3HAUeHUe yTounsaercd [8].

Teuenme cumapoma yaauHenHoro Q-T pasauuno. B ogHMX ciayuasx
CHUMIITOMBI OTCYTCTBYIOT, & B APYTUX - OH MPOABJSAETCSA HAPYIIEHUAMU PUTMA C
JKeJyJOUKOBOM upyaTHO# Taxukapaueii (torsade de pointes), Tpemeranuem u
bubpunndanveir KeaygoukoB u T. nA. [9-11]. ApurMum mnpw CHUHApPOME
yonuHenHoro Q-T #Hepemgko mpuBOmAT K OOMOpPOKaM, IIOTEpe CO3HAHUA,
ocramoBke cepama [12, 13]. Haawume wuAM OTCYyTCTBME KJIMHUYECKUX
IIPOSABJIEHUN  OOBACHAETCA  PA3JIUUYHBIMM  MOJEKYJAPHO-T€HETUUECKUMU
MeXaHU3MaMU, JEeKaIUMU B OCHOBe cuHApoMa yaamHenHoro Q-T [12, 13]. Ilpu
1-M mw 2-M THmax cuHApOoMa yaauHeHHoro Q-T pasBuTHIO TpemeTaHUA
JKEeJIYIOUYKOB IIPEAINIeCTBYET IICUXO09MOIMOHAJIBHOE IepeHanpaKkenue. Ilpm
CHHApPOME 3-T0 THIIa AapPUTMUM BO3HUKAIOT B IIOKOe, 0e3 KaKux-JImbo
cTpeccoBbIX cutyanuii. Ilpu curapome yaauHeHHOro Q-T 1-ro m 2-ro THUIOB
dusuyecKkme HArpy3KW He BJINUAIOT HA €r0 IPOAOJLKUTENBHOCTb, a HPU 3-M
Tune QUsMUeCKUe ycumanusd BbIBbIBaIOT yKopoueHnme Q-T [12, 14]. B orxenbHBIX
caydyasgX CHUHAPOM IIPDOTEKAeT IIPW OTCYTCTBUM CHUMITOMOB (4-#i BapuaHT
ymnuaenHoro wmHTepBana Q-T). Cumapom ymnimaenHoro Q-T BcTpeuaercs mpu
HaCJIEACTBEHHBIX B3a0ojeBaHUAX, TaKWX, Kak cuHApoM Pomano-Yopza u
cuugpom J:KepBena-Jlanre-Hunbcena (coueranme yaamHenmoro Q-T wu
CEeHCOHeBpaJIbHOU TIyxXxoThl) [9, 11, 15, 16]. Otu 3aboneBaHUA IIPOSABIISAIOTCS
00MOpOKaMM, OOYCJIOBJIEHHBIMU  PA3BUTHEM  JKEJIYJIOUKOBOM  TaXWKapAWU,
dubpuanAnei KeaynoukoB. Hepemnxku cuayuam BHesammour cmeptu [9, 11,
17].

HocraTourno wacTo yaiauHeHUA wmHTepBaja Q-T 00ycioBieHBbI M3MEHEHUIMU
peroasapusanu, TPUYMHONM  KOTOPOM  ABJISAETCA INPUEM  JIEKAPCTBEHHBIX
mpemnapaTtoB (Tabauma 1) [15, 17, 18].

VBenuueHme mIUTENBHOCTH WHTepBasa Q-T uyacTo He 3aBUCHAT OT OO3BI U
KOHIIEHTPAITUH IperiaparTa B mIasme. Uckmrouenne COCTaBJIAIOT
anTraputMmuyeckue npenapatsl IA u IIT KmaccoB, KOTma TPOCIEKUBAETCS CBASD
MEXKIy MEeXaHU3MOM neiicTBusa u yanuHeHreM Q-T (Tunm A moOOYHBIX peaKIImii).
B GosbmuaCcTBE coryuaeB yanuHeHue Q-T obycisioBiieHO mamocmHKpasmeit (tun B
MOOOUYHBIX peakmuii). MexammusMm yaJauHeHUs wuHTepBasa Q-T B HacrTosAlee
BpeMs O0'BSACHAIOT OCOOEHHOCTSMU MOHHOTO O0MeHa KJIEeTOUHBIX MeMOpan [19-
21].

Cunapom ymauaenHoro Q-T muarHoctupyercsa ¢ momornbio IKI. Bepxmeir
TpaHUIlell HOPMBI HpomoskuTenbHOCTH Q-T y sKeHmmH cumraerca 450 mc, y
mysKunH - 430 mc. [InurenbHocTh Q-T ompemenstoT Ha OCHOBAHUM OIEHKU 5
cepAeuHbIX MUKJIOB mpu ckopoctu 3ammcu OKIT 50 MM/c m KaauOpoOBKOI
2 cm/MB [15, 22]. C yueroM UYaCTOTHI CEPAEYHBIX COKPAINEHUI ITPOBOISAT
KoppekIuio murenbHocT Q-T mo dopmynam Baserra. B mociennee Bpemsa njs
TIOATBEP:KACHNA AMArH03a MPEAJIOKEHO UCIOIb30BATh METO/ T€HHOM AMAaTrHOCTUKN
[15, 23].

151 BBIABIEHUA KEJTYZOUKOBOM APUTMUU IIPU CUHApPOMe yajauHeHHOro Q-T
1e1ecoo0pPasHO UCIIOIb30BaHME cyTouHOoro MouutopupoBanus JKI [24, 25].
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Tab6nuya 1 - IIpenapamut, gvL3vi8arusue yorunenue unmepsaia @-T

I'pynna Haseanue npenapama
AnTnapurmuueckue mnpenapatbl A | XuHWIVH, TPOKaWHAMUL, IU30ITMPAMU
KJjacca
AwnTnapurmunueckue mnpenapartsl 111 | Amuomapon, Operwimii, moderwmini,
KJiacca COTaJION, MOYTHJIN
AHTHETIPECCAHTHI AMUTPpUTITIIIVH, WMUIIPAMUH
TPUIUKJINYECKIIE
DeHOTHA3UHBI DpeHOJIOH, TPU(PTAZUH
AHnTrbaKTEepUaNbHBIE ITPENapaThI IPUTPOMUITHH, KJIApUTPOMMUIIVH,
TPUMETOIIPUM-CYJIb(aMeTaKCO30I,
crnapdJiokcanua

Bera-agpeHOMUMETUK I CanpOyTamos, TepOyTaniuH, (eHOTepoJ,
KCaJIbMOTEPOJI

AHTUTHCTAMUHHBIE TTPEIapaThl Tephenagun, dekcohenagma

ITpoTHBOPBOTHEIE ITpenapaThl JoTnepuios, Aponepuaoa

AHTHUIICUXOTHUUEeCKHE BeIllecTBa XomnpomMasuH, TraJIoNIEePUI0JI,
Me30pUa3VH, THUOPUAABUH, ITUMOSUJ

IIpoune JIupodrasum, rajoaHTpUH,
TIEHTAMUAUH, TPOOYKOJ, TaJIomepumo,
XJIOpAJITUIPAT, METAaJIOH,
MBIIIBIKOBUCTBIA aMUAPUH

ITpu Bpo:xkmenHBIX (opmMax cuHApoMa ymiamHeHHOTO Q-T MemmKameHTO3HaASA
Tepanusa HeoOXOoAWMA [Ji CHIKEHWS PUCKa BHE3AlHOW CMEPTH, OCOOEHHO P!
HaJIMUNU y OOJIBHBIX OOMOPOKOB M JKEJTYyAOUYKOBBIX apuTmuii. IIpu orcyTcTBUMI
JIeYeHUs CMEPTHOCTh Y TaKWX OOJBHBIX IIOCJIe IIEPBOTO OOMOpOKA B TeueHwme 1
roga cocraBuasger 20 %, a B Teuenme 10 mer - 50 % . Hagmesxaimee jgeueHue
CHUJKAeT 3TOT IIOKasaresab no 3-4 % sa 5 mer [14, 26].

Ins seueHms: Ualme BCEr0 WCHOJB3YIOT OJOKATOPHI f-afpeHepruvyecKux
PEelLenTOPOB B cpeaHeTepaleBTUUeCKUX No3ax. YKopouenue Q-T Ha ¢omHe Tepamuu
f-Oorkaropamy  OOYCJIOBJIEHO  YCKOPEHMEM  IIPOI[ECCOB  PEHOJIAPUIAIIMU.
[-0JI0KaTOpbI, OCOOEHHO B COYETAHWM C JIEBOCTOPOHHEN CHUMIIATIKTOMUEH
3BE3UYATOT0 TaHTJINA, CIJIAKMWBAIOT CHUMIATHYECKUi AucOajaHc W, TaKUM
o0pasoM, YMEHBIIAIOT PHUCK PAa3BUTUS  aApPUTMUM, OIOCPEJOBAHHBIX
HEOTHOPOTHOCTBHIO pedpaKTepHbIX mepuomoB [3, 18]. Hawmbosee shdheKTuBHBI
[-0s0KaTopel TIpuW cuHApoMe 1-ro THUIla, TaK KaK MMEHHO IIpU 3TOH Gopme
JKeJTy JOUKOBbIe apUTMUN BOSHUKAIOT BCJIE[ICTBIIE usuyeckux u
IICUX09MOIIMOHAJIBHBIX HArpy3ok. Ilpm cuHApomMe 2-TrO0 THIIa IIeIecOOOPA3HO
BBe/leHIEe TIPernapaToB Kajaus, a IPU CUHAPOME 3-T'0 THUIA ITOJIe3HO Ha3HaueHue
0JI0KaTOPOB HATPMEBBIX KAaHAJNOB (aHTHAPUTMHUUYECKWE I[IpemapaTbl KJacca
1B - numoxauH, mekcuaerun) [3, 18].

B HekoTopmIX cayuasx, HampuMep, y OOJBHBIX HHMAPKTOM MHUOKap[aa,
nosuMopdHaAA JKeJTyNOoUKOBasi TaXMKapAWs, BO3HUKAMIOIIAA HPU YAJAHEHHOM
Q-T, nmyurrie Bcero KynupyeTcs cyJabdaToM MarHus B o3e 2 T B/B, CTPYHHO, C
mocienymolne mH@ysueir co ckopocThio 3-20 Mr/MMH OO TexX IOpP, IIOKa
uHTepBaa Q-T He cramer wmenbilte 0,50 c¢c. B oTAenbHBIX KJIMHUUYECKUX
cuTyarnuax TpedyeTcs MPOBeeHNe yUualllamieil CTUMYIANUNNA I IPUMeHeHre
usonporepenosa [13, 18].

Taxum obpasom, cuHApPOM yaAJduHeHHOTo Q-T ABIAeTCA TETEPOTEeHHBIM
3aboseBaHueM, TpeOyoimuM IUMGEPEeHIINPOBAHHOTO IOAX0Ja K  JIEUEHUIO.
ApnexBartHad Tepanua 00eCHEUMBAET JOCTATOUHBIN JIeUeOHBIN 3(PhEKT U yIIydIaer
OTHAJIEHHBIN ITPOTHO3 y OOJBINIMHCTBA OOJIBHBIX.

Cunapom yropouenmnoro Q-T. 9rto 3aboseBaHue OTHOCHUTCA K TPYIIIe
BPOKIEHHBIX, OIIMCAHO OTHOCUTENbHO HemaBHo - B 2000 r. [10, 27] u
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XapaKTepuayeTcsi BBICOKMM DPHCKOM BHE3AIHOW CMEPTH, CBI3aHHBIM C
pPasBUTHEM IaPOKCU3MAJLHON KEJYJOUYKOBOM TaxXMKaApPAWU MM (pudpmiianmm
JKesyaouKoB. Iljisi aToro 3abojieBaHUA XapaKTePHBI: MOCTOAHHO YKOPOUYEHHBIH
uHTepBaa Q-T, CHUHKOIANBLHBIE COCTOSHMUSA, BBICOKAsS CeMeWHas dYacToTa
BHe3aIlHOH’ cMepTH, pasBuTrue MepIlaHu A/ TpelleTaHu A npencepuii,
BO3MOXXHOCTB UHAYKIIUN bubpunnanumn pencepaunii npum
9J1eKTPO(hU3MOJIOTUIECKOM MCCJIeLOBAHNM, OTCYTCTBUE CTPYKTYDHBIX H3MeHeHUH
B cepare [10, 28].

3aboseBaHne, KaK IIPaBUJIO, IIPOABJISETCA B JETCKOM BO3pacrTe,
OOJILIITMHCTBO OOJBHBIX JKAJYIOTCA Ha cepaledueHue, CUHKOIAJLHBIE
cocrosgumus. HoppurupoBauubiii mHTepBal Q-T (mo dopmyse Bazerra) 06bIUHO
300 mc um uwacto menHee, oH He 3aBucurT or UCC. Ha IKI' perumcrpupyercsa
3a0CTPEHHBIN, cuMMeTpuuHbIi 3yber T, a cerment S-T orcyrcrsyer [10, 15].

B mHacrosmee BpemMs PEKOMEHIOBAHO PACCUMTHIBATH TaK HA3bIBAEMBII
moykHBIN wmHTepBald Q-T mo dopmyne Q-Tp (mc) = 656/(1+9CC/100).
VYceranosieno, uro ecau Q-Tec (kKoppurupoBaHHbIN) cocrasisier meHee 80 % or
paccumTaHHOTO II0 TIPUBEAEHHOU (OpMyJie MOJKHOTO, TO BSTO BaKHBIN
KpUTEepUil KJIWHWUYeCKM B3HaumMmoro yropoueHusa Q-T [15]. IIpoeemenmbie
WCCIeOBAHMUS TOKasajW, 4YTO pasBUTHE CUHApOMa yKopoueHHoro Q-T
o0yciioBiieno HammuueM aederta reHa (KCNH2) ObicTphIX KaTnMeBBIX KaHAJOB
(1Kr) [2]. B pesynbTaTe Takoro HapyIIeHUS IPOUCXOAUT yCKopeHme 2-i1 u 3-i
a3 wucxomAlero KaaueBOr0 TOKA B 9HI0-, MHO- ¥ HepPUKaAPAUATBHBIX
KJIeTKaX, CYIeCTBEHHOe YKOpOUeHWe I[OTeHIaja [IefiCTBUSA, CHUMKEHUE
pedpakTepHOCTM B KJETKaxX MHOKapJa KakK [Opeacepauii, Tak u
JKeaynouKkoB. Taxkue u3MeHEHWs BBISBIBAIOT PA3BUTHE MePIaHUI-TPEleTaHus
IIPeACepauil U KEeJNYIOUYKOBON TaxwKapAuu, GuoOpwiianuu xKeaynoukos [10,
28].

Bakmo oTmeruTb, uTO TaKuwe mgedeKTHBIE OBICTPhble KaJiMeBble KaHAaJIbI
MpakTUYeCKW He UYBCTBUTENbHBI K IIpermapaTaM, KOTODbIE OTHOCATCA K
6JioKaTOpaM KasineBhIX KamaJioB (mpemapathel III Kiacca - coramos, ubyTuanm,
modpermnun). Cpenu aHTHAPUTMHUUECKWX IMIPEIapaToOB TOJABKO XUHUIWH
HOPMAJIM3YeT MPOJOIKUTEIBHOCTh IOTeHIMajia [geficTBUuA, u (IeKauHu
COBCEM HE3HAUUTEJIbHO YAJIUHAET YKOPOueHHbIN wmHTepBai Q-T TOMBKO 3a cuer
HEKOTOPOrO 3aMe[JieHus BHYTPMIKEJIYyJO0UKOoBO# mpoBogmmocTu. Crexyer
OTMETUTH, uTO wuHTepBag Q-T MOXKeT yKopaumBaThCA TIOJ BIUSHUEM pPsga
MeIUKaMEeHTO3HBIX CPEJCTB, TAKWX, KaK MUTOKCUH, JIUIOKAWH, MEKCUJIETHH,
rI'II/I(I)eHI/IH, YTO [eJjiaeT HeMKeJIaTeJIbHBIM IIPDMMEHEHHNE 9THUX CPEACTB Y OOJIbHBIX C
BPOJKJIEHHBIM YKOpoueHmeM mHTepBaaa Q-T [10].

Cunapom Bpyragsi. Buepsiie onmcan B 1992 r. OTHocuUTCA K TUIHUYHBIM
KaHAJOMaTUAM ¥ XapaKTepuayeTcsd BBICOKMM DHUCKOM BHE3AMlHOW CMepTHu y
OOJBHBIX C OJIOKAAOM IpaBOM HOMKKM Hyuka ['mcca M TPEXOIAIUM II0IHEeMOM
cermeHTa S-T B 1paBBIX TPYAHBIX OTBEIEHUAX. 3a0oJieBaHME CBABAHO C
HAJIMYMEM T'eHeTHYecKr 00ycCJIOBIeHHOro nedexrta Na'-KaHajoB (BbIABIEH HedeKT
rena SCNbHA); Haciegyercsa IO ayTOCOMHO-IOMUHAaHTHOMy Tuimy. Hedexr Nat-
KaHAJIOB IPUBOJUAT K IIOABJEHUIO PA3HOPOAHOCTHM IIOTEHI[MAJIa [OeHCTBUSA B
MUOKap/Ae, OJHOHAINPABJIEHHOMY OJIOKYy, UTO CIIOCOOCTBYeT Pa3BUTUIO
JKeJIYIOUYKOBOM TaxwKapauu mo Mexanusmy reentry [10, 15]. YcraHosiehno,
YTO CHHAPOM prrap;m ABJIAETCA aJIJIEJIBHBIM IIO OTHOIIIEHUIO K 3-My TUILY
CHUHIAPOMA YIJIMHEHHOI'O Q-T, 1 B OMHUX M TeX K€ CEeMbdAX OIIMCAHBbl Claydaum N
TOrO M Aapyroro 3aboneBaHusda. KiawHuuecKme ocobeHHOCTM CHUHAPOMa Bpyrasnbl:
CUHKOIIAJIbHBIE COCTOSHUS, CKJIOHHOCTh K Pa3BUTHUIO BHE3alHOW CMepTH,
Hepeako GeccoHHmia. BojeoT mpeumyIecTBeHHO MyKuuHBI (60aee 90 %);
Hayaio 3abojieBaHMA OTMeUaeTcss B Bospacte 25-45 ser. 3jI0KauecTBeHHAS
¢dopma 3abosieBaHUA HepeaKO MPOABJISETCS B HeoHaTambHOM mepuome. IKI-
mpu3HaKM cuHgpoMa bDBpyrazel: OJsiokaZa mTpaBoil HOXKKHM nyuka I'mcca;
Hajauume mnombeMma cermeHTa S-T um orpumarenpHoro 3yb6ma T B oTBemeHUAX
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V1-V3, coueranme KeTyJOYKOBBIX U HAIMKEJTYTOUKOBBIX HAPYIIEHUH pUTMA,
oosruro Ha IKI' perucrpupyercs KeIymOUKOBas Taxukapausa (MOHO- WJIN
nmonuMopdHass) U  HEPEeAKO MapOKCU3MaJbHAsA  CYIPABEHTPUKYJIAPHAA
TaXUKapAuAa WIW MepllaTeJbHasd aputMua (mapokcusMaabHas (opma),
yaauHeHWe wuHTepBaja P-Q (Oojiee ueM y IIOJIOBUHBI OOJBHBIX), M3MEHEHUE
IOKT-kapTUHBI BO BpeMs MeIUKAMEHTO3HBIX HMpo0 M mpu (pu3MUECKOoil HarpysKe
[1, 10].

Cungpom Bpyraznel MosKeT mpoTeKaTh B BUIE JIATEHTHOU M ABHOM (opM.
IIpu narenTHO! (opme HeT TUNWUYHBIX wusMeHeHmit Ha OKI, oOTCyTCTBYIOT
CHUHKOIIAJIbHBIE COCTOAHUA. YacTo MaHU(PECTHOMY IIPOABJIECHUIO CHUHAPOMA
Bpyraget m moaBimenmio TunuyHbIX OKI-mpmsHAKOB CIOCOOCTBYIOT IIpueM
QHTHAPDUTMUYECKUX IIpenapaToB (aiiMaawH, QIeKawHW7, HOBOKAWHAMIL),
TepeHeceHHble BUPYCHble WHQPeKIMoHHbIle 3abomeBammusa [10]. Ecam mpm
IIPOBEAEHUN 3JIEKTPO(DM3MOIOTUUECKOTO0 WCCIAENOBAaHUSA y OOJBHOrO IIpHU
orcyTeTBUU KamHmuecKux u OKI-mpusHakoB 3abojeBaHUA WHIYIIUPYETCS
ycTOMUYMBasA JKEJTYNOUYKOBAs TaXWUKaApAWd, TO 9TO ABJIAETCA BaKHBIM
CBHUIETEJLCTBOM BBHICOKOTO PMCKA BHE3AIHOM apuTMmuueckou cmeptu [10, 28].

Jleuenve cunzapoMa Bpyrafbl MPOBOAAT € YUETOM KJIMHUYECKUX OCOOEHHOCTEH
3a0oyieBaHUsI, XapaKTepa TEHETUUYECKUX HapyIleHWi (Hajauune AaedeKTHOTro
6enka Na-kananoB). IIpu HaIWUUM KIWHUYECKUX CHUMIITOMOB OOJBHBIM
Heo0XoAVMa MMILIAHTANuA AeduOopuIATopa-KapauoBEPTEPa; TAaKOM Ke MEeTOH
JleyeHusa He00XOIM OOJIBHBIM ¢ UHIYIIMPOBAHHOU npu
3JEeKTPO(MU3MOJIOTUUECKOM WCCJIEIOBAHNN JKEeJTyAOUKOBOUM Taxmkapauenn [11].
Cpeny aHTHAPUTMUUYECKUX TIPeHapaToB HeoOXOAMMO HasHAuaTh ImpemapaTrhl A
Kjacca (XMHUAWH WU AusonmpaMun;) wium amuomapoH. Ciemyer wusberaTh
HasHAUeHMWsA mpenaparoB | Kiacca, TakmxX, KaKk HOBOKamHaMup, (hJeKawmHUT,
aiMajJvH, KOTOPhle, M30JMPOBAHHO OJIOKMPYS HATPUEBBIN TOK, IPOBOIUPYIOT
maHudecranuo cuaapoma Bpyrazas: [10].

Karexosamunepruueckue (KarexoJaMHUH-WHIYIMPOBAHHKIE) OJIUMOpP(HBIE
JKEJIyIOYKOBbI€ TaxXWKapauu. JTO KJAcCUUeCKas «dJIEeKTpuuecKas» O00JIe3Hb
cepaua. [na Hee XapakTepHa IepBUYHAA JJIEKTPUUECKAsA HECTaOMIbHOCTH
MIOKAapAa IPU OTCYTCTBUY CTPYKTYPHBIX W3MEHEHWH B cepzie. Y OOJbHBIX C
KaTeXOJaMUHUHIAYIIUPOBAHHON IIOJMMOP(MHON KeIyJOYKOBOM TaxmKapauen
BBISIBJIEHBI TE€HETWUEeCKWEe MapKephl 3a00JeBaHUsA, B YaCTHOCTH, OOHAPY KEH
nedeKT rena OeIKa PUAHOAMHA, KOTOPEIM HEOOXOauM s BEICBOOOKIeHMa Ca’™
U3 CapKOILJIa3MaTUYECKOTO peTUKyJyMa. Pesyabrarhl Takoro ngederra -
n30BITOUHOE BBHICBOOOKIeHHe Ca'™t moj BAMAHMEM CUMIIATUYECKON HEPBHOM
cucteMbl. B HacTosIiee BpeMsi BBIAENAIOT TPU THUIIA TaHHON KaHajomatwuu: 1-ii
Tun ceA3aH ¢ myrtanueir Ry R2 (50-65 % ciyuaes); 2-i - 00ycJIOBJIeH MyTaIirein
CASQ2 (<2 % cayuaeB); 3-#1 Tun - myranusa HeudBecTHa (40-50 % OONMBHBIX).
Twun HaciemoBaHUA — ayTOCOMHO-IOMUHAHTHBIN [1, 18].

Karexonammbuepruueckas moauMoOp(HAA  JKEJNYAOUYKOBAaA TaXUKapPAUA
pasBUBaeTCA N0 TPUITEPHOMY MEXaHM3MYy. JTOT TUI TPUITEPHON APUTMUMI
BBIBBIBAETCS ITO3JHUMU CJIECNOBBIMU JEMOJIAPUIANNAMU, KOTOPhIe HAOJIIOAIOTCA B
dasy 4 norenmmana nericrBua [2, 18]. KarexonamuHepruyeckme TPUTTEPHBIE
apuUTMUU ~ NOJUMOPMHBI, OHM  BO3HMKAIT B  VCJIOBUSAX  BBICOKOTO
cuMnartuyeckoro ToHyca [2]. HaHHBII THUO apUTMHUM YacTO IPOABIAETCSA
00MOpOKaMU WJIM OCTAaHOBKOM cepAila BO BpeMsa (UBWUECKOW HAarpysKH,
YPEe3MEPHOTO 3SMOITMOHAJIBHOTO TEPeHANpsiKeHnA. HKpaiiHe HeOGJIarompuATHBIM
CUMTAEeTCsA TOABJEHNE KJIWHUYECKU BBIPDAYKEHHBIX CHUMIOTOMOB B DPaHHEM
Bo3pacte [2]. ns sieuyeHms OOJBHBIX WCHOJNBIYIOT [-OJIOKATOPHI ¥ OJIOKATOPHI
KaJIBIIMEBBIX KAHAJIOB (IIPENIIOJIaTaloT, UTO IIO3JHUE CJIEOBBLIE IETOJIAPUIAIN
OIIOCPENOBAHBI KaJbIIMEBBIMU KaHajmamu) [15, 22].

B mocnenmee Bpemsa 3(h¢GEKTUBHOCTH AHTArOHUCTOB KaJbIMA Yy 9TOU
rpynnel OOJMBHBIX HoABepraercsa comHeHuo [1]. MHorma cummaTaKTOMUSA JIEBOTO
3BE3IUATOTO TAHTJINS YCTPAHAET apUTMUIO ¥ OTAEJIBHBIX 00JbHBIX [18].
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YpreaTHoe KynupoBaHue nupysTHO Ttaxukapauu (torsades de pointes).
ITpu pasBuTum QUOPUIIAIIUU  KETYAOUYKOB, IIPU T'eMOIWHAMUYECKUX
HapYIIeHUsAX TpeOyeTcsa IIPOBEJeHNe SKCTPEHHON 3JIEKTPOMMIIYJILCHOM Tepamnn
[3, 10, 18]. OcTanbHble TPUHITUIILI JIEUSHUA OOJIHHBIX:

— HeMeJIeHHAasl OTMEHA IIpelapaTa, BbI3BABIIEr0 TAXUKAPIUIO;

—YyCTpaHeHue THUIOKaJueMHnn C IIOMOIIBI0O BHYTPUBEHHOI'O BBEIECHUA
XJIOpUIA Kajaus;

— BHYTPUBEHHOE BBEJleHUE MarHUA cyJjbdara B no3e 1-6 r; mpemapar BBOSAT
MeJIEHHO, TIATeJbHO KOHTPOMuPYd All 1 pUTM ALIXAHWI;

— BHYTPUBEHHOE BBeJeHUe [(-Osi0KaTopoB wiau JumokawHa. IIpemaparsl 1A, IC u
IIT xpaccoB A KynupoBanmsi Taxuxapaum  torsades de  pointes
ITPOTUBOIIOKA3aHbI, TaK KaK OHU YMIMHAIOT uHTepBan Q-T, uto camo mo cebe
IIPOBOIIMIPYET BOSHMKHOBEHNME JAHHOTIO THUIIA apUTMHUN.

B mokymenTe, IOATOTOBJIEHHOM 3SKCIepTaMyu AMEPHKAHCKON accoIralluu
cepana [29] u rpynnoii EBpomeiickux cmernuaauctoB [30, 31], kanamomaTuu
OTHECEHBbI K II€PBHUYHBIM KapAHMOMMOIIATHUAM HWJIM, COIJIACHO TeHOMUNUYECKO
Kiaaccu(UKAMy HACJHEeNCTBEHHBIX KapANOMMOIATHN, K KapAHOMMHOIATUSIM
VOHHBIX KAHAJOB. 9TO CBSI3aHO C TEM, YTO OTHU HEPBUYHLIEC 3JIEKTPUUECKUE
0ojlesHM CepAla He UNMET CTPYKTYPHBIX WJIM TIHCTOIATOJOINYECKUX
W3MEHEHWH, NPU KOTOPLIX HN3MEHEHUsS pPAasBUBAIOTCI HA MOJIEKYJISIPHOM
ypoBHEe B MeMOpaHaX KapAMOMMUOIIMTOB. BKJOUeHMWe KaHaJOmaTuii B
KJjaaccu(PUKAIIMI0 KapANOMUOIATUN CBSI3aHO C TE€M, YTO M3MEHEHWe (PYyHKIIUU
VOHHBIX KaHAJIOB CBS3aHO, B IIEPBYIO OUepelb, C M3MEHEeHNEeM UX CTPYKTYPHI,
00yCJIOBJIEHHBIM TeHHBIMU MyTanuamMu [31], BeaymumMm K HapyUIeHUAM
CHHTE3a COOTBETCTBYIOIINX OEIKOB.

Boapmasg mpakTuuecKas —I[@HHOCTbL  BKJIIOUEHMWS  KaHaAJOHNATHNL B
KJaccupukanuio 3aboieBaHUI MHOKapAa C HeOJarompUATHLIM HTPOTHO30M
CBsBaHA C TEM, 4YTO OHM SABJAITCA OUYEHb YaCTOU IIPUUYMHOU BHE3ATHOU
cmeptu B Mmosomom Boapacte [32]. Coraacuo wmcciaemoBanusim D. Tester u
Acherman [32] B GoJsiee uem 1/3 MOJIOABIX JIIOIEl, YMEPIINX BHE3AIIHO, OBLIN
o0HApyXeHbl MYyTAIlU{ TI'€HOB, KOJUPYIOI[MX CHHTEe3 O€JIKOB KaJINeBhIX,
HATPUEBBIX WJM KaJdbIMeBLIX KaHamoB [32]. Pammee BbIABICHUE
TeHeTU4YeCKUuXx MyTaI_II/Iﬁ II03BOJIUT IIPOBOOUTH HeO6XO,III/IMBIe
MIPOPUIAKTHUECKE MEPOIPUATHAA, CHUMKAIOIIE PUCK BHE3AIIHOM CMEPTH.

SUMMARY

"The long Q-T syndrome land others channelopathy: from theory to practical person”. In
this work it is demonstrate the modern state of problem of diagnostic and treatment channel
pathology resulting in development of live dangerous arrhythmias. The cause of inheritable
forms of elongation of an interval Q-T interval or it is shorting, Brugada — syndromes,
catecholaminergic ventricle tachycardia are genetic mutations. The long Q-T syndrome is
caused by treatment with antiarrhytmic and other drugs. For treatment of channelophy used

-blockers or implateble defibrillator — cardioverter. The adequate therapy improved prognosis
in most of patients.

Key words: channelopathy, diagnosis, treatment, prevention.
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