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BBenenue

B nocnennue roapl akTyaJbHOCTh HM3YyYEHMS CHHApPOMA yIiuuHEeHHOro QT
MHTEpBaJla YBEJIIMYMBAETCA B CBSI3U C ONpPEIEICHUEM €ro K OAHOMY U3 (aKTOPOB
BHE3AITHOW CMEPTH. YCTaHOBIIEHO, YTO KaK BPOXICHHbIEC, TAK U MPUOOPETCHHbIE
dopmbl yannnenust uatepaia QT sBistorcst dpakropamu GaTalbHBIX HApYIIEHUN

puTMa, KOTOPBIC, B CBOKO OUYCPCAb, IIPUBOIAAT K BHE3aIIHOU CMCPTH OOJIBHBIX.



Henn u 3agaumn padoThI
Lenv pabomer: XapakTepucTuka cuHiapoMa yaiauHeHHoro QT uHTepBana |,
M3Yy4YEHHUE €ro NPOsBICHUM , €ro (pOopM U ero JieueHusl.
3aoauu:
OOBsICHUTH NPOSIBIICHUSI CUHApOMa yanuHeHHoro QT uHTepBaiia
BbIACHUTH TPUYMHBI BOSBHUKHOBEHUS CHHIpOMA
Onucarb KIMHUYECKYIO KAPTUHY , TATOT€HE3 , BO3MOYKHBIE OCIIOKHEHUS

CI[eJIaTB BBIBO/JI O JICUCHUU MMATUCHTOB C IdHHBIM CUHIPOMOM

OO0mme cBerenusi 0 cuHApoMe yajanHenHoro QT unrepBasa

CunapoM ymimHeHHOTO wuWHTepBaia QT — 93TO BpOXICHHAsS WU
npruoOpeTeHHast MaTOJIOT s, KOTOpas TIPOSIBIISETCS yBEITUYCHUEM
npojomkuTenbHocTH nHTepBaia QT Ha DKI' 6osnee yem Ha 50 MC OT HOpMaIbEHOU
g naaaor YCC i 6omee 440 mc.

NurtepBan QT— paccrosinue ot Hayana komruiekca QRS 1o 3aBepinenus
3yoma T.

C ToukM 3peHUs BIEKTPOPU3MOIOTUU OTpaKaeT CyMMY MPOILECCOB
JENOJIpU3alun  (PJEKTPUUYECKOEe BO30YKJIEHHE CO CMEHOW 3apsiia KIETOK) H
NOCIENYIoNe  penoispu3alndd  (BOCCTAHOBJICHHE JIIEKTPUUECKOro  3apsija)

MHUOKap/Ia KeIyA0YKOoB. YacTo 3TOT MmapaMeTp Ha3bIBAIOT JEKTPUYECKasi CUCTOJIA

cepara.

Kaaccunpukanus
1. BpoxeHHbII CUHIPOM yIJIMHEHHOTO nHTepBana QT:
1.1. I'enernueckne Gopmbl — cuHapom Pomano-Yopna u Epsemma-Jlanre-
Hunbcena.
1.2. Cnopanuueckue Gopmsbl.
2. IlpuoGpeTteHHbie (HOPMBI CUHAPOMA:
1.1. IlocneacTBus mnpuema JIEKAPCTBEHHBIX MpEeNapaToB — XWHHUJIMHA,

HOBOKaMHAMHUJa, JU30MUpaMuIa, OdHKaWHWAa, (QieKkanHuga, KopaapoHa,



ATalM3uHa, ponadeHoHa, COTaNoja U JPYTHUX.

1.2. B pe3ynbrare HapylieHuit MmeTaboau3ma.

1.3. IIpn HU3KOKAIIOPUHHON JUETE.

1.4. 3a0oneBaHus UEHTPAIBLHON U BET€TATUBHOW HEPBHON CUCTEMBI.

1.5. 3aboneBanusi cepaeuHo-cocyaucron cucrembl — WBC, mnpomanc
MUTPAIBHOTO KJIallaHa.

Cunapom Pomano-Yopnaa xapakTepuszyeTcsi TéHeTUUeCKU OO0YCIIOBJICHHBIM
COYETAaHUEM YJIMHEHHOrO nHTepBana QT u mpucTynoB NOTEPU CO3HAHUS.

Cungpoma Epsemna-Jlanre-Hunbcena otnuuaercss or cuHapoma Pomano-

Yopnaa HaIMuneM BPOKIECHHOU TITyXOTHI.

JTHoJI0ruA cHHAPOMA yuiuHeHHOro QT nnTepBana

JlokazaHo, YTO BpOXKACHHBIH CHUHAPOM YIJIMHEHHOTO wuHTepBaa QT
ABJISIETCS CIAEACTBUEM MYTAllMM B T'€HAaX, KOJUPYIOUIMX KaJUEBbIE WU HATPUEBbHIC
KaHaJbl KJIETOYHBIX MEMOpPaH, YTO MPUBOAUT K YBEIIMUEHUIO MPOJOJIKUTEIHLHOCTH
noTeHIMana ACHCTBUS, a, CIEHOBATEIbHO, W IMPOIECCOB PEMOJISIPU3ALUA BCETO
MUOKap/a.

B HacTosiiee BpeMsl cuuTaeTcs, 4YTO MyTalluu B F€HAX, KOTOPbIE KOAUPYIOT
OelkiM  TpaHCMEMOpaHHBIX HOH-CEJIEKTUBHBIX  KAHAJIOB  (KaJIHEBOTO  WIIH
HAaTPUEBOTO), TPHUBOAAT K HapPYIMIEHUIO (PYHKIIMOHUPOBAHUS IOCJICIHHUX,
BCJIEJICTBHE YEro IMPOUCXOJIUT YBEIUUYECHHE MPOJOKUTEIBHOCTH MOTEHIMAaa
JCUCTBUSL B KAPIWOMHUOIMTAX, HWHUIUUPYIOIIEE TMOSBICHUE TOIUMOPHHON
xemynoukoBor Taxukapauu (OKT) tuma «mupyasT» (torsades de pointes). Oxomo
85% Bcex ciyyaeB HAcCJlE€ACTBEHHOrO0 CHUHApoMa yaiauHeHHoro QT-uHTepBana
(LQTS) nerepMUHHPOBAHO MyTalMSMH B T€HAX, KOAUPYIONIUX KAJIUEBbIE KaHAJIbI:
KCNQI (oxono 57% Bcex ciayudaeB LQTS), HERG (oxono 23%), KCNE1 (oxono
4%) u KCNE2 (okom0 0,5%).

N3BeCcTHO 5 reHETHYECKMX BAPUAHTOB CUHIAPOMA, 3a KAXKABIM M3 KOTOPBIX
OTBETCTBECHHBI "CBOM' TE€HBI, JIOKAJMW30BAaHHBIE B Pa3HbIX XpoMocomax. B Tpex

Clydasax M3 IIATH K YAJIMHCHHIO HHTCpPBAaJla QT BCACT YMCHBIICHHUC



MIPOHUIIAEMOCTU KaJMEBBIX KaHAJOB, B OJJHOM CJIydyae — HATPUEBBIX KaHAJIOB U B
OJIHOM CJIy4ae TOYHBIM MEXaHU3M 3aMEJICHUS PENoJISIpU3alUd TOKa OCTaeTCs
HEU3BECTHBIM.

VY G0aBHBIX C BpOXKACHHOUN (hOpMOI cHHApPOMA yIITMHEHHOTo nHTepBana QT
MMEETCSl PacIpOCTPAHEHHOE IMOpa)K€HHWEe MPOBOASAIIEH cUCTeMbl cepana (B TOM
gyucie CA y3ma) u pabodero MHOKap/la B COBOKYMHOCTH C TMOpPaKEHUEM
CUMITATUYECKUX TaHTJIMEB, YTO JA€T OCHOBAHHE OTHOCUTH JIAHHOE COCTOSIHHE K
KapIMOHEHPOTIATHUSIM.

[Ipu mnpuobperenHoit ¢opme cuHapoMa yaiauHeHHOro wuHTepBama QT
0JI0Kaga TPaHCMEMOPAHHOTO TOKa MOHOB JOCTUTAETCS 3a CYET CIelU(pUUecKoro
JIEWCTBHS JICKAPCTBEHHBIX CPEJICTB, BIUSHUS BETE€TATUBHON HEPBHOM CHUCTEMBI HIIH
AIETPOJIUTHBIX HAPYIICHUM.

[TaToreHeTnuecknue MeXaHW3Mbl MPUOOPETEHHOTO CUHAPOMA YIJIMHEHHOTO
unrepBana QT

HenasHo npoBeneHHbIE MCClIeIOBaHUS OOHAPY KA T€HETUYECKYIO OCHOBY
NPUOOPETEHHOTO0 BapuaHTa CHUHApOMAa. UYeTKo pa3rpaHuYUTh BPOXKICHHBIK U
NpUOOPETEHHBIW BapHaHThl HE TMPEJCTaBISAETCS BO3MOXKHBIM 0€3 YriIyOJIeHHOTOo
TeHEeTHYECKOro 00CIeOBaHus, TOCKOJIbKY OHH HMEIOT psAl OOIIHUX YepT:
yBenMueHue aucnepcun uHTepBana QT, CHWKEHHE CHMIIATUYECKOW aKTHBAIIWU,
U3MeHeHne Mopdoaoruu BojHbI T U Jake MyTalldd T€HOB, KOJUPYIOMINX OENKH
TpaHC- MeMOpaHHBIX HOHHBIX KaHaloB. CyIIeCTByeT MHEHHE, YTO MPUOOPETEHHBIN
BAPUAHT SIBJISIETCA JIUILb CTEPTHIM IMPOSIBICHUEM BPOKJICHHOTO CUHAPOMA.

B marorenese cuHapoMa OoOJBIIIOE 3HAYECHHE TMPHUAACTCA PA3BUTHIO
nucbalanca CUMIATHYECKOW MHHEpBalUU cepjna. HamomMHUM, 9TO MHHEpBaLUS
CUHOATPHUAIBHOTO y3J1a OCYILECTBIISIETCS MPaBbIM, & ATPUOBEHTPUKYJISIPHOTO y3J1a
JIEBBIM CHUMIIATUYECKUM HepBaMu. MUOKap] >KellyJOYKOB HUMEET JABYCTOPOHHIOIO
CUMITATHYECKYI0 MHHEpBalMIO. Y TMAalMEHTOB C YJJIMHEHHbIM uHTepBajom QT
CHUXKAETCSd TOHYC TMPAaBOCTOPOHHEHW WMHHEPBALIMU CEpJilla W TOBBIIIACTCS
aKTUBHOCTH JICBOCTOPOHHUX TraHriueB. B pesynbrate hopmMupyeTcss acCUMMETpUs

HHHCPBAIUKU CCpALa, KOTOpasas BCACT K IMOABJICHHIO AUCIICPCHUU PCIIOJIAPHU3AlNU



WIA BO3HUKHOBEHMIO TMIO3JHUX NOCTAENONsApU3anui. IM3mMeHeHne CKopoCcTH
TPAaHCMEMOpPAHHBIX TOKOB, KOTOpPOE TMPOUCXOJIUT B pe3yJibTaTe HapYyIICHUS
CTPYKTYpbl HOHHBIX KaHaJlOB, CIIOCOOCTBYET IMOBBIIICHUIO YYBCTBUTEIBHOCTH
OTHIENIbHBIX KJIETOK K HaJWYUIO TOCTACTHOJApU3aluid, KOTOphlE paHee He
JOCTUTAJIA TIOPOTOBOTO YPOBHSA. Y OOJBHBIX C 3aMEJJICHHOW penojspusaiueit
KeTynoukoB (cuHapoM ymiuHeHHoro QT) 3To mpoBOIUPYET JIIEKTPUUYECKYIO
HECTaOMJIBLHOCTh MHOKApJa C Pa3BUTHEM KEITYJOUYKOBOW TaxXUKapIUU H
GUOPUILISIIUY HKETY0UKOB.
Kiannuyeckasi kKapTuHa cugapoma yaauHeHHoro QT unrepBasna

Jns cuHapoma yanuHeHHOro wuHTepBana QT XxapakTepHO codeTaHue
MPaKTUYECKH OECCUMIITOMHOTO TEUEHUS U BHE3AIMHOW CMEPTH, KOTOpas MOXKET
HACTYNUTh Ha (POHE TMOJHOTO 370POBbS WM IMEPUOAUYCCKUX CIIy4aeB MOTEPH
CO3HAaHMS.

Haubonee xapakTepHbIM KIMHUYECKUM IMPU3HAKOM JaHHOTO 3a00JIeBaHUS
ABJISIETCS HAJMYUE CUHKOMAIbHBIX COCTOSHUM. IIpoAoiKHUTENbHOCTh MOTEpPHU
CO3HaHHMs BO BpEMsI IIPUCTYyNa COCTABIIAET, KaK MPABUIIO, 1-2 MUHYTBI, HO MOXET
nocturatb 20 MHHYT. Y 4YacTH MAalMEHTOB AHAJIOTaMU CHHKOIE SIBISIOTCS
BHE3aIHas ci1abocTh, MOTEMHEHUE B TJla3ax, cepamneoneHue u 00ib 3a TPYAUHOM.
CHUHKONAJBHBIE COCTOSIHUS, MPUBOJAIINE K HIIEMHUHM UEHTPAIbHON HEPBHOM
CUCTEMBI, B PSAE CIy4aeB COMPOBOXKIAIOTCS CyJOpPOraMH U MOTYT UMUTHUPOBATH
SIWICNITUYECKUIN TPUIIAIOK, TTOITOMY Takue OOJIbHBIE HEPENKO HAOII0MAI0TCA Y
HEBpPOMNATOJIOrOB ¢  JauWarHo3oM  '"sounencusa". HWMHorma — yBenndeHue
nponomkuTenbHoctd uHTepBasia QT nHa OKI' coderaercss ¢ BpoXAEHHON
TIIyXOTOW, a TMPUCTYNbl TIOTEPU CO3HAHUS Y OTUX MAlKUEHTOB ONIMOOYHO
CBS3BIBAIOT C BECTUOYISIPHBIMU HAPYLIECHUSIMHU.

B Hacrosiiiee BpeMs BBIIAEISIOT YEThIpEe KIMHUYECKUX BapUaHTa TEUCHUS
CUHJpOMa:

1. Couertanue CHHKONAJIBHBIX COCTOSIHUM W yJaiauHeHus uHTtepBana QT
6onee 440 mc.

2. U3onupoBannoe ynnuHenue uarepBaia QT Gonee 440 mc 6e3 CUHKOIIE B



aHaMHe3e.

3. CuHKoIne B OTCYTCTBHE yannHeHUs natepsana QT.

4. CkpblTas QopMa — HOpMallbHas NPOJOJDKUTENbHOCTh HHTEepBasa QT,
BHE3AITHAsI CMEPTh BO BPEMsI IIEPBOTO CUHKOIIE.

Ha OKI' Bo BpeMs mpuCTynoB Haumbojee 4YacTo pPEerucTpupyercs
KEITYJOUYKOBAasl TaxuKapaus. YIrpo3y KU3HM TMPEJACTABISECT JBYHAIIPaBICHHAS
BEpPETEeHOOOpa3Has >KeIy/0uKoBasi TaXUKapaus TUMa "MHUpy3T", KOTOpasi HEPEAKO
ABJIIETCS  PE3yJIbTaTOM  MPOApUTMOreHHOro 3d@exra aHTHAPUTMUUYECKUX
npenapatoB. Ciayyan BHE3amHOW CMepPTH OOBIYHO CBA3aHBI C TpaHchopMaluei
KEIYJAOUYKOBOM TaXuKapIuu B (QUOPWIUISIUIO SKENYyJA0YKOB, KOTOpas MOXKET
OPOU30MTH Kak INpU I[EpBOM MPUCTYIIE AapUTMHU, TaK U B peE3yJbTaTe
MOBTOPSAIOUIMXCA YACThIX MU30/10B JKEJIYTI0UYKOBON TaXuKapauu. [2, c. 43]

Jleuenune cunapoma yuiuHeHHoro QT nHTepBasia

Kak mnpodunaktuueckass wepa, mpemnapaTamMud TIE€pBOro BbiOOpa B
TEPANeBTUYECKOM JIEYEHUHU, OOYCIOBIMBAIOIMIMMHU OJIOKaTy CHUMIATHYECKUX
BIMSHUM Ha Ccepjlue, SBISAIOTCS OeTa-OMoKaTophl, MOJOXKUTEIbHBIM 3AhQeKT
KOTOPBIX CBSI3aH TAaKXE C YMEHBIICHHEM CTENEHU IHCHEPCUHU pENosipu3aluu
MUOKapJa >KEIYJ04YKOB, YTO MPEAOTBpPALIAET MPHUCTYMbl KU3HEYTPOXKAIOIIUX
ApUTMUH.

VY nmauueHToB ¢ mpuOOpeTeHHBIMU (opMaMu yyinHEeHHOro mHTepBana QT
yCTpaHEHHE ATHOJOTMYECKHX (PAKTOPOB OOBIYHO NPUBOAMT K HOpPMalIM3alUU
nokazatreseit DKI u cocTostaust 6oabHOTO [5, . 11] JIeueHne MOXKeT 3aKIIF09aThCS
B OTMEHE WJIM YMEHBIICHHM J03bl aHTHAPUTMUYECKOI'O0 MM JIIO0Or0 JApPYroro
Ipernapara, BbI3BABIIETO 3HAYUTEIBHOE  YBEIMYECHHE IIPOJOJKUTEIBHOCTH
uaTepBasia QT, KoppeKknuu MeTabOIMISCKUX HAPYIICHHUM, JICUCHUH 3a00JIeBaHUI
cepAla WIH LEHTPAJIbHOW HEPBHOU CUCTEMBI.

VY OG0JBHBIX C BPOXKIEHHBIM CHHApOMOM YyunHeHHoro QT Heobxommmo
oOcnenoBarb  OJM3KUX  POACTBEHHUKOB JUIS  BBIABICHUS CUHAPOMA H
CBOEBPEMEHHOTO JICYEHUS.

[IpucTynsl mOTEpHM CO3HAHUSA OOBIYHO MPOBOIUPYIOTCS  (PU3HMYECKOM



Harpy3kKou WJu 3MOIMOHAIBHBIM BO30yxkaeHUEeM. ClenyeT OTMETUTh BBICOKYIO
YaCTOTY CUHKOMAJbHBIX COCTOSIHUN U BHE3AMMHON CMEPTU OOJIBHBIX C YIJIMHEHHBIM
untepBasioM QT Bo Bpemsa miaBaHus. [lodToMy TakuMmM NalUEHTaM CIEIYET
PEKOMEHI0BaTh OTPAaHUYEHHE HATPY30K, B TOM YHCIIC, UCKIIOYUTH IIJIaBaHUE.

K HemennmkamMeHTO3HBIM METOJIaM JICUYEHUS OTHOCHUTCS YJaJeHUE JIEBOTO
3BE3/IUATOT0 TAaHIJIMs, YTO 3HAYUTEIbHO CHWIXKAEeT YacTOTy BO3HUKHOBEHUS
apUTMUU. YUUTBhIBas TOT (DAKT, YTO >KU3HEYTPOKAIOIINE APUTMHUU y OOJBHBIX C
CUHJPOMOM yyinHeHHOTO uHTepBaia QT yacTo Bo3HUKAIOT HA (OHE IITUTETBHBIX
nay3 Imepell OuepeHBIM CHHYCOBBIM HMMITYJIbCOM, TaKHUM IMallMeHTaM IOKa3aHa
umriantanust UBP, koropsiii OGeper Ha ceOs posiib BOAMTENSI pUTMa B Clydae
MOSIBJICHUST TPOJOJDKUTENIBHBIX T1ay3 B COOCTBEHHOM pPUTMOBOXACHUU. Jlis
Ky[IUPOBAaHUSI ~TPHUCTYMOB  JKEJIYJOYKOBOW Taxukapauu U  (GuOpwiisuuu
KEITyT0YKOB IMOKa3aHa UMILIAaHTALMUs KapauoBepTepa-aehudpuiusiTopa.

3akiouenne

Takum oOpa3om, yanuHenue wuHTepBana QT dABiIgeTCS MPEAUKTOPOM
(daTanbHBIX HapyHIEHUH pUTMAa M BHE3AMHOW KapIUOT€HHOM CMEpPTH Kak y
OOJBHBIX C CEPACYHO-COCYIUCTHIMU 3a00JIEBaHUSIMU (B TOM YHUCJIE C OCTPBIM
MHPAPKTOM MHOKapa), TaK M Yy JUI C HAHONATHYECKUMHU JKETYTOYKOBBIMU
taxuaputMusamMu. CBoeBpeMeHHas aquarHoctuka ymmHenus QT u ero aucnepcuu,
B TOM YHUCJE MpHU XOJATepOBCKOM MoHuTOpupoBanuun OKI' m npu npoBeneHuu
HArpy3049HBIX TIPOO, TO3BOJAT BBIACIUTH TPYMNIY OOJNBHBIX C TOBBIIIEHHBIM
PUCKOM DPa3BUTHUSl JKENYJAOYKOBBIX APUTMHH, CHUHKONAJIbHBIX COCTOSHUI U
BHe3amHoi cmeptu. [3, c.71] DddexTuBHBIMU cpeAcTBaMU TPOPUIAKTUKUA H
JICYEHUS KETYyA0UYKOBBIX HAPYIICHUN PUTMA cep/ilia Y OOJIbHBIX C BPOKACHHBIMU U
npuoOpeTeHHbIME (opMaMu cuHIpoMa yiuHeHus: uHTepBana QT sBustoTcs P-
OJIOKaTOpbl B COYETAHWU C TMpenaparaMu MarHus. AKTyaIbHOCTH CHHIPOMA
yaiuHeHHoro uHtepBaia QT ompenensiercst mpexae BCEro JOKa3aHHOM CBSI3bIO C
CUHKOMAJIbHBIMM COCTOSSHUSIMU M BHE3aITHOM CEpACYHOM CMEPThIO, Ha 4YTO
YKa3bIBAIOT pe3yJibTaThl MHOTOYMCICHHBIX HCCIEJOBAHUI, B TOM YHCIE

pexkomenaanuu EBponelickoil acconmanuu kapauosioros. MudopmupoBaHHOCTH 00



9TOM CHUHAPOME BpayeH-NeauaTpoB, KapAUOJIOrOB, HEBPOJOTOB, CEMENHBIX
Bpaueil, o0s3arenpHoe uckimoueHne LQTS kak oAHON M3 MPUYMH CUHKONAIbHBIX
COCTOSIHUM OyIyT crnocoOCTBOBATh JUAarHOCTUKE OOCYKJa€MOH MaToJIOTUU U
Ha3HAYEHUIO a/IEKBATHOW TE€PAINMH IS IPEIOTBPALCHUS
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