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BBegeHue

CYNQT — xapauonenpomnaTvs, CONPS)KEHHAs C BBICOKUM PHUCKOM
pa3BuTus BHe3anHou cmeptd. llo mamHeiM M.A. [lIkonbHHKOBOM
(1999), 6e3 neuyeHus pUCK pa3BUTHS BHE3AIMHON CMEPTH CITyCTs 3-5 JIeT
IOCJIE TEPBOTO0 CHHKOMAJBHOIO COCTOAHUS jgocturaet 30% wu
MakcuMaJieH B 1myoepraTHOM nepuojie. CHUHIpPOM  YIJIUHEHHOTO
unrepBana Q-T (CYU QT) npeacrapiseT co0oii coueTaHue yBEIUUYCHHUS
nutenbHocTr uHTepBana Q-T Ha ctanmaptHoi OKI' u momumopdHoit
xenmynoukoBor taxukapauu (JKT) tuna «mupysT» (torsade de pointes).
KT Ttuna «mupysT» uMeeT cnenu@uyeckyro KOHOUTYpalui B BHUJAC
CUHYCOUJAIbHOTO U3MEHEHUS aMIUTUTYJbl U HANpaBJICHUS OCHOBHOTO
BekTopa Komiuiekca QRS orHocutenbHo 0a3zoBoit uzonunun OKI'.
[Tapokcu3mbl KT KIMHAYECKH MOTYT MPOSIBISITECS 3MU30/1aMU TTOTEPHU
CO3HAHUSI M HEPEJAKO 3aKaHYMBAIOTCS (QUOPWILIALIMEH KETYyJ0YKOB,

ABJIAIOIIENCS HEMTOCPEACTBEHHOW IPUUYUHOM BHE3AITHOU CMEPTH.

Ha ¢one mnpuema [-aapeHOOJOKATOPOB Yy B3POCIHBIX OOJBHBIX

CMCPTHOCTDB 3HAYUTCIIbHO CHUXKACTCA.



BpoxXJieHHbIU CUHAPOM YAJIMHEHHOTO
vHTepBajia QT

B 1957 r. [xepsen, Jlanre u HenbcoH onucanum CUHIPOM,
XapaKTePU3YIOIIUICA COUETaHUEM BPOXKJACHHOMN ITYyXOThI C MPUCTyNaMU
cuHkone wu3MeHeHussMu Ha OKI' B Buje OOJBIIOTO YJJIUHEHUS
uHTepBana QT u BHe3zanmHoit cmeptu. B 1964 r. Pomano m Yopna
OMUCaIN aHAJIOTUYHBIA CUHIPOM, HO 0e3 TIyxoThl. OTCIOJIa BBIACIISIIOT

nBe (OpMBbI CUHIPOM yNIMHEHHOTO nHTEepBasia QT:

1.  Cungpom  JIxepBena—Jlanre-HunbcoHa, ¢  ayTOCOMHO-

PCUOCCCUBHBIM THIIOM HACJICIOBAHMU,

2. Cunnpom Pomano—Yopna — Hacienyercs ayTOCOMHO-

JOMHUHAHTHO.

3HAYUTEIbHBIE TPYAHOCTH IO CHUX IOP IPEACTaBISIET JUArHOCTUKA
CUHJIpPOMA U OLICHKA pUCKa €ro pa3BuTus. /lakxe BHyTpU paHee €IMHBIX
GbopM CHUHAPOMA BBISBISETCS MHOXXECTBO T'€HETHYECKUX BAapHUAHTOB.
@aktuuecku uHTEepBan QT dABISETCS TOJIBKO MAapKEPOM MHOKECTBA
3a00s1€eBaHU, OOUIUM 11 KOTOPBIX SIBJISETCS BHICOKMM PUCK pa3BUTHS
KU3HEYTPOKAIIMX apuTMHI W BHE3anmHOM cMepth. Hecmorpsa Ha
WHTCHCUBHBIE MCCIEIOBAHUSA, O CHUX IOP BHE3AMHO YMHUPAKOT HETU C
HEJMAarHOCTUPOBAHHBIM TMIPH KU3HU 3a00JI€BAaHUEM U HAOIIOAABIINECS C

JUArH030M SIHUJICTICHUS WM CUHKOIIE HESICHOM ATHOIOTUHU[S].



Cunapom /I>kepBeJsia — JlaHre -
HusbcoHa

[Ipru3HakaMu TaHHOTO CUHIPOMA SIBJISIFOTCS:
-yauHeHue uareppana QT

-TJIyXOHEMOTa

-3MU30/1bl 0OOMOPOKOB M BHE3AMHAsi CMEPTh.

VY Bcex OONBHBIX AeTell HAOIIOAATUCh OOMOPOYHBIE MPUCTYIBI U
NPUCTYIIBl BHE3AITHOM IOTEPU CO3HAHMS, KOTOPbIE HAYMHAIKNCH B
penyoepTaTIiOM BO3PACTE, HO Yalle BCErO BBISIBISLIMCH B BO3PACTE OT 3
10 5 net. boiee moaoBUHBI OONBHBIX MOTHOIN MEXAy 3 W 14 romammu
xm3Hu. CMmepTh HacTynmajlia B pe3yJbTaTe€ CEpPACYHON apUTMHH,
MPUBOASIIECH K >KEIyJOYKOBOM WJIM aCHUCTOJUYECKOW (PUOpUILIALUU
(Olley, Fowler). O6GMopouHbie MPUCTYIBI OOBIYHO CTUMYJIHUPOBAIKCH
HEpPBO3HOCThIO WK (usnueckuMm HampsbkeHuem (Jervell et al)[1].
TsxecTh TPUCTYIIOB BapbHpoOBaja OT JIEFKOro OOMOpOKa 10 MOTEpHU
co3HaHus Ha 5—10 MHH ¢ TOCIEnyOIENH AE30PUEHTAIIMEN BO BPEMEHH.
OHU BappUpPOBAIM TAKXKE IO YacToTe. Y HEKOTOPhIX OOJIbHBIX
Ha0JII0/1AJI0Ch HECKOJIBKO MTPUCTYIIOB B TEUEHUE JTHS.

Y O0o0dBHBIX OTMEUalach BPOXKACHHAS IBYCTOPOHHAS TIyOOKas
HEUPOCEHCOPHAS IIIyXOTa.

N3menennss OKI' xapakTepu30BAINCH YIJIMHCHUEM HWHTEpPBAIA
Q—T c¢ mmpokoit T-BosHOW, KOTOpas Morjia OBITh BEPTUKAILHOM,
3a3yOpeHHOM, AByx(ha3HOW uiau mnepeBepHyTol. CTENeHb yIIMHEHUS

uHrepBasia Q—T BapbupoBasia KaK BHYTPH OJIHOM CEMbH, TaK U MEKIY



pa3HBIMU CEMbsIMH, HO TIOUTH Bcerja npesbimana 0,5 ¢ (mpu MakcCuMyMe
0,4 ¢ B nopme). Tak kak uaTepBan Q—T ymiuHseTCS B 3aBUCUMOCTH OT
CKOPOCTHU CEpJICUYHBIX COKpaIIECHUM, CYIIECTBYET MpocTas Gpopmya s
onpenaenenus ero Beauuunsl (Ljting): Q—T= (RRXO0,2) +0,18+0,04.

[Ipy MakKpOCKONMUYECKOM U THUCTOJOTMYECKOM HCCIETOBAHUU
cepAlla B OoJbIIEH YacTH CIy4aeB MATOJOTUM HE OOHAPYKUJIU.
CnennanbHOE UCCIEAOBAHUE MPOBOJAIIEH CUCTEMBI CEpAla MOKa3alo
BBIPAXKEHHOE CY)KEHUE TJIaBHOW BETBU apTEPUM CHUHYCOBOTO Yy3ja, B
pesysbTraTe yero pasBuBajics mHpapkt y3na (Friedmann et al.). Fraser,
Froggatt u James oOHapyXuiau, 4YTO B CEpALE OTUX OOJBHBIX
OTCYTCTBYET HOpMaJbHasl TJIMKOTEHCOIepKallas NEepUHyKIeapHasi 30Ha
B BoJIOKHax Ilypkunse.

Haunbonee yHUKaIbHBIM HM3MEHEHHEM SIBJSUIOCH HAKOIUICHUE
[TACK-11010’KUTENBHBIX TJIBIOOK THAMHA B aTpO(PUYHON COCYIUCTOU
nojocke. OTMevanach MOYTH MOJHAS JAEre€Hepalus KOPTUEBA OpraHa C
yTpaToil UYyBCTBUTENIBHBIX KiIE€TOK. IlokpoBHass memOpaHa Obula
CMOPIIICHHOM WJIM BTSIHYTOM, a pelicHepoBa MeMOpaHa Oblja cpaleHa ¢
OCHOBHOW MeMOpaHOM, MPaKTUYECKU OOJIUTCPUPYS YIUTKOBBINA X014 ].
YyBCTBUTENBHBIA  SOUTENMN  YTPUKYJIIOCA W CaKKyJIroca  ObLI
atpopuuHbIM, a TpeOdemoK  Je30praHu3oBaHHBIM.  OTMmedanach

YMEpPEHHasl yTpaTa HEPBHBIX KJIETOK CIUPAIBHOTO y3JIa.



CuHapom PomaHo-Yop/a

AyTOCOMHO-JJOMMHAHTHBIN cuHIpOoM Pomano-Yopaa oOycioBiieH
MyTalM€ TOJIBKO OJIHOTO TE€HAa M MO03TOMY MOXKET NPOTEKaTh
OECCUMMNTOMHO WJIM, KAK MUHUMYM, C OTCYTCTBHEM HapyILIEHUM CiyXa.
[ToTOpsis Bce mpusHaku cunapoma Jlxepsena—Jlanre—HunbcoHna.

OtcyTcTBHE  TNPOSIBJICHUMA  NATOJOTHH, 328  HCKIKOYCHUEM
ANIEKTpOKapAOrpapuUIecKuX MaHHBIX, HE TapaHTUPYET BHE3AITHOIO
pazButus (patanbHOW (GUOPUIUISIIUM KEITYIOYKOB IOJI BO3JCUCTBHEM
BHEIIHUX WM BHYTpeHHUX (aktopoB. [Ipu BBIsIBICHUU CHHApPOMA
yamHeHHOro uHtepBajga QT HeoO0XoAMMO MPOW3BECTH TIIATEIBHOE
KapIMOJIOTHYECKOE O0CIIeIOBAaHUE W TEHETHUYECKOE OIpEICICHUE THUIla

3a0o0eBaHus [3].
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Pucynoxk - 1. Cunapom yanunennoro unrepsaia QT (cunapom Pomano-Yopaa). HCC 90
yZiapoB B MuUHyTY, jyurenbHocTh QT 0,42 ¢, oTHocuTenbHas UIMTENbHOCTh MHTEepBana QT

cocrasisieT 128%, orkoppextupoBanHblii nHTepBan QTC ymmnen u pasen 0,49 c.



[I[prob6peTeHHbIN CHUHAPOM
yAJIMHEHHOTO uHTepBaJsia QT

[IpuoOperennoe ynanuHeHue wuHTepBaia Q-T B 3 pasza wyarie
BCTPEYAETCA y MYXKYMH W XapaKTEpPHO I JIMIl OO0Jiee IOXKHUIIOTO
Bo3pacTa C  3a00JIeBaHMSIMH, IIpU  KOTOPBIX  IpeoOiagaet

KOPOHApPOIrCHHOC IOPAKCHNUC MHUOKApPAa.

Knaccudpukanusa npuodperennoro CYHU Q-T IKI

[To KIMHUYECKUM MPOSIBIICHUSIM:

1,C cuHKONaAbHBIMH COCTOSIHUSIMU.

2. beccunkonanbueie (penomen YU Q-T).

Bvizeannoe nekapcmeeHnvimu npenapamamu:
-AHTHAPUTMUYECKHUMHU TIpernapaTaMu:

I A knacca: XMHUAWH, IPOKAaKHAMUI, TU30TTMPaMU, THITYPUTMAIT;

I C knacca: sHKauHuA, QPraeKauHuI, nponadeHoH;

IIT kmacca: aMuoJapOH, COTANION, OpEeTHIINYM, TODETUIINT, CEMATHITU/;
IV knacca: 6enpuani;

- JIpyruMu aHTHApUTMUYECKUMU TMpenapaTamMmu: aJcHO3HH.

- CepaeyHO-COCYIUCThIMU TMpEenapaTaMu: aipeHaInH, 3QeIpyrH,
KaBUHTOH

- AHTaroHMCTaMu CEpPOTOHUHA: KETAHCEPHUH, 3UMEIIIUH.

- 'acTposHTEPOTOTMYECKUMHU TIperapaTaMu. U3AIPUI.

- Jluyperukamu. wuHIanaMua MW Ap. MOpenaparbl, BBI3BIBAIOIINE

T'HMIIOKAJIMEMUIO.



- Jlpyrumu mipenaparamu: KOKavH, TpoOyKoJi, TaraBepuH, NpeHUIaMUH,
auodIa3uH, TEPOIUINH, Ba30IIPECCHH, Ipenaparsl TUTHI[2].
Buvizeannviit  3n1ekmpoaumuviMu  HaApywieHUAMU. TUNOKAIUEMUS,
TUIIOMAarHueMus, THNOKaIbIIHEMHUS.
Hapywenuamu co cmoponnt I[HC: cyOapaxHOUIaTbHbIC
KPOBOMBJIHUSHMS, TPaBMa, OMyXO0Jib, TPOMOO03bI, SMOOJIHS, HH(PEKIIHH.
3abonesanuamu cepoya. MeEIJICHHBIC cepicdble PUTMBI (CHHYCOBas
Opamukapaus),  MHOKApJIWTHI,MIIEMHs,  OCOOCHHO  CTCHOKapIus
[IpunnmeTana, wH(apKT MUOKapAa, MPOJanc MUTPAIBHOTO KJiallaHa,
KapAuOIaTHH.
Paznoobpaznvimu npuyunamu. ManoOenkoBas AUETa, ynoTpeOieHue
JKUPHOM JKUBOTHOW MUIIH, XPOHUYECKUN AJIKOTOJIU3M, OCTECOTCHHAs
capkoMa, KapluHoma Jerkoro, cuaapom Kona, deoxpomornuroma,
caxapHbIil AuabeT, TUTIOTEPMHUSI, OTIEpallii Ha OOJIACTH IIIECH.

CylecTByeT HECKOJIBLKO HanOosiee M3yUYEHHBIX MaTOTCHETUYECKUX
mexann3mMoB aputMuu  npu  CYU  QT. IlepBeil  MexaHU3M
«BHYTPUCEPACYHBIX HAPYIICHU» PENOJISIPU3ALIMM MUOKAp/1a, a UMEHHO:
MOBBIIIIEHHAS! YYBCTBUTEILHOCTh MUOKapAa K apuTMOreHHOMY 3 PekTy
KaTEXO0JaMHHOB. JTa THUMOTE3a COIIACYETCS C MPEINOJOKEHUEM O
MaToJOTUM  KaHaJoB./[pyrol  matopu3MOJIOTHUYECKUA  MEXaHHU3M
nucOaiaHC CUMITATUYECKOW WHHEPBALMM (CHUKEHUE MPaBO-CTOPOHHEH
CUMITATUYECKON WHHEPBAIIUM BCJICICTBUE CIA0OCTH WM HEAOPA3BUTHUS
PaBOToO 3BE3/14aTOT0 FAHTIINS).

HeszaBucumo ot npuunH Bo3HuUKHOBeHUsT CYU QT Bo Bcex
CIy4yasiX COXpaHSETCS PHUCK Pa3BUTUS Taxukapauu Tuma «torsade de

pointes», KOTopast MOXKET BbI3BaTh A(HUOPUIUIAIUIO KETYyA0UKOB.



K/JIUMHUKA

KnuHaudeckue BapuaHThl TEYCHUS JAHHOTO CHHAPOMA BKIIFOYAIOT:
-0OMOPOKH M YJIJIMHEHHE UHTEPBAJIa;

-yaauHeHue uarepaia Q-T 0€3 CHHKOMAIbHBIX COCTOSTHUM;
-CUHKOTNIAJIbHBIE COCTOSIHUS B OTCYTCTBHE Y JIMHEHHS nHTepBaia Q-T Ha
OKT', cHsATOM B ITOKOE.

B knuHM4eckoi kapTuHE 3a00J1€BaHUS JOMUHUPYIOT MPUCTYIIBI IIOTEPU

co3HaHUs (CHHKOTIC)

/luarHocTuka

OcHoBHbIM MeTOAoM auarHoctuku CYM Q-T saBasercs OKI.
JnutenbHoCcTh MHTEPBaAia Q-T ompenensioT Ha OCHOBAaHWU OLUEHKHU 3-5
LUKJIOB. YBEJIWYEHUE MPOJOJDKUTEIbHOCTU uHTepBana Q-T Oosee yem
Ha 50 MCEK MO OTHOIICHWIO K HOPMaJbHbIM 3HAYCHUAM ISl TAHHOU
YCC 1npu COOTBETCTBYIOIIEH  KIMHUYECKOW KAapTHUHE  CIIYXKUT
noATBepkaeHreM aquarnoza CYU Q-T.

Jlns pacdyera HOpManbHOM BenWuMHBI MHTEpBana Q-T ¢ yuerom
YCC ucnonb3ytoT pazinyHbie (GOopMylibl, TAOIHIBI U HOMOTPamMMBbI [4].
Haubonbiiee pacnpoctpanenune nonyuwin: @opmyna bazerra: Q-T =
KIIR-R1, rae K — koaddunment, pasusiit 0,37 c. s myxuus u 0,40 c.
JUIs sKeHIWH; ¢opmyna XerrauHa-XonbsiiMada: Q-T = 0,391[R-R+0,04.
Ha ocHoBanuu Qopmynsl bazerra ObUIO TPEII0KEHO BBIYUCISATH

koppurupoBannbiii uHTEpBa Q-T: QTc = QT/LIR-R.
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