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BBenenue

CYUQT — kapavoHeWpomaTus, CONpPSKEHHAas C BBICOKMM PHUCKOM DPa3BUTHUSA
BHe3anHou cMmeptu. [To ganubiMm MLA. IllkonbHukoBoi (1999), 6e3 nedenus puck
pa3BUTHUSL BHE3AMHOM CMEpPTH CHycTs 3-5 JeT MOCJIe NEPBOr0 CUHKOMAIbHOIO
cocrosinusa gocturaet 30% u MakcumaneH B mybOepraTHoMm mnepuonae. CUHIpPOM
ymnuaenHoro uHtepBaia Q-T (CYU QT) mnpencraBnser coboii couyeTaHue
yBeJIMUYEHUS U TenbHOCTH uHTepBasia Q-T Ha crangaptaoit OKI' u nonumopdHoi
xenynoukoBor taxukapauu (OKT) tuna «mupyst» (torsade de pointes). KT tuna
«IHUPYIT» HUMEET CIeUUPUUECKyr0 KOHPUTYpalui0O B BHJIE€ CHUHYCOMIAIBHOIO
U3MEHEHNs aMIUIMTYJbl M HaIpaBi€HUsS OCHOBHOIO BekTopa Komiuiekca QRS
otHocuTenbHO 0OazoBod m3oiamHuM OKI'. I[Mapoxcusmbl KT kiuHHYeckHn MOTYT
OPOSIBIATBCA ~ ANU30laMU  TMOTEPU CO3HAHMS M HEPEOKO 3aKaHYMBAIOTCA
bubpmIAIMer  KeayI0YKOB, SBISIOMICHCS HEMOCPEICTBEHHON  IPUYHHOM

BHE3aITHOMU CMCPTHU.

Ha ¢one mnpuema [-agpeHOOJIOKATOPOB Yy B3POCHBIX OONBHBIX CMEPTHOCTH

3HAYUTCJIIBHO CHNXKACTCA.



BpoxkaeHHBbIH CHHAPOM YJIMHEHHOT0 nHTepBajia QT

B 1957 r. Ixxepsen, Jlanre n HenbCoH onucanu CHHAPOM, XapaKTEPU3YIOLIUICS
COUYETaHUEM BPOXKJIECHHOM TIIYXOThI C IPUCTYNAMU CUHKOTNE n3MeHeHussMu Ha DK
B Buje Oosbuioro yanuHeHusi uHtepBasa QT u BHe3amHoil cmeptu. B 1964 r.
Pomano n VYopa onucanu aHalOrvMuHbBIM CHUHAPOM, HO 0e3 riayxorel. Otcrona

BBIICIIAIOT JIB€ OPMBI CUHAPOM YJUIMHEHHOTO MHTepBana QT:

1. Cunnpom [Ixepsena — Jlanre — HunbcoHa, ¢ ayTOCOMHO-PELIECCUBHBIM TUIIOM

HaCJICIOBaHUA,
2. CI/IHI[pOM Pomano —Vopﬂa — HACJICAYCTCA ayTOCOMHO-AOMUHAHTHO.

3HAUMTENIbHbIE TPYIHOCTH 10 CUX IOP MPEACTABISAET AUATHOCTUKA CUHAPOMA U
OlICHKa pHCKa ero pasputud. [laxe BHyTpu paHee eAUHBIX (OPM CHHIpOMA
BBISIBJIIETCSI MHOYKECTBO TI'€HETMYECKMX BapuaHTOB. Paktuuecku uHTepBan QT
ABJIIETCS. TOJIBKO MapKepOM MHOXecTBa 3a0o0jieBaHUM, OOIIMM /i KOTOPBIX
ABJISICTCS BBICOKMH PHUCK Pa3BUTHs JKU3HEYI'POXKAIOIIUX APUTMHUU U BHE3AITHOU
cMeptu. HecMoTpsl Ha MHTEHCUBHBIE UCCIIEIOBAHUA, 10 CUX ITIOP BHE3AITHO YMUPAIOT
JE€TH C HEAMArHOCTUPOBAHHBIM TP KU3HU 3a00J€BaHUEM M HAOJIOABIIUECS C

JMArHO30M SITUJICTICHS MM CHHKOIIE HESICHOM 3THoI0THK[5].

Cunapom /I:xkepBena — Jlanre — Hunbcona

[Ipr3HakamMu JAHHOTO CUHIPOMA SIBIISIFOTCS :

-yauHeHne uarepsana QT
-TJIyXOHEMOTA
-3MK130/1bI 0OMOPOKOB U BHE3AIHASI CMEPTh.

VY Bcex OONBHBIX AETEe HAOMIOAANCh OOMOPOYHBIE MPUCTYTIHI U MPUCTYIIBI
BHE3AITHOW MOTEPU CO3HAHUS, KOTOPHIE HAYMHAINCH B TIPENyOepTaTIIOM BO3pAacTe,
HO Yallle BCEro BBIABISUIMCH B Bo3pacTe oT 3 10 5 jeT. bosee monoBHHBI OOJIBHBIX

noru6su mexay 3 u 14 ronamu xxu3Hu. CMepTh HaCTynajia B pe3yjbTaTe cep/IeuHON



apUTMUU, TPUBOASIICH K >KETYyJAOYKOBOM WIIM aCHUCTOJIWYECKOW (GuOpuiisuuu
(Olley, Fowler). OOmopouHble nOpuUCTyObl OOBIYHO  CTHUMYJHUPOBAIHCH
HEPBO3HOCTHIO WK (usnueckum HanpspkeHuem (Jervell et al)[1]. Tsokects
MPUCTYIIOB BapbUpOBaJia OT JIETKOI'0 0OMOpOKa 0 MOTepu co3HaHus Ha 5S—10 Mun
C TOCIEAYIOIIEeN Ae30pueHTanneii BO BpeMeHM. OHHM BapbUpPOBAIM TaKXE IO
gacToTe. Y HEKOTOpBIX OOJIbHBIX HA0JI0/1aJI0Ch HECKOJIBKO MPUCTYIOB B TEUEHHE
TTHSL.

Y  OonpHBIX OTMEYalach  BpPOXKACHHAs  JABYCTOPOHHSS  IIyOoKas
HEHUPOCEHCOpHAsl TIyXO0Ta.

N3menenunss OKI' xapaktepu3oBaiuch yJjiuHeHHMeM wuHTepBata Q—T c
mupokoil T-BonmHO#M, KOTOpas Morjia ObITh BEPTUKAIBHOW, 3a3yOpeHHOI,
nByxda3zHoil wiam nepeBepHyToil. CreneHb yniauHeHuss wuHTepBama Q—T
BapbUpOBaja KaK BHYTPHU OJIHON CEMbH, TaK U MEXKy PA3HBIMU CEMbSIMH, HO TIOUTH
Bcerna npesbimana 0,5 ¢ (mpu makcumyme 0,4 ¢ B HopMme). Tak kak nHtepBain Q—
T yanuHsieTcs B 3aBUCUMOCTH OT CKOPOCTH CEPACYHBIX COKPAIICHUH, CYIIECTBYET
npoctas ¢opmyna s onpeneiacHus ero Benmuuabl (Ljting): Q—T= (RRX0,2)
+0,18+0,04.

IIpy MakKpOCKONMMYECKOM MW THCTOJOTMYECKOM HCCIEJOBAaHUU CcepAua B
OOJIBIIIeH YacTu CirydaeB MaTOJIOTUK He 00Hapy . CrelaibHOe UCCIIeI0BAHNE
IPOBOJIAIIECH CHUCTEMBI CEpAlla MOKAa3ajl0 BBIPAXKEHHOE CYKEHHE IJIaBHOM BETBU
apTepuu CHHYCOBOTO y3J1a, B pe3ylbTaTe 4Yero pas3BUBaICS HHPAPKT Yy3Ia
(Friedmann et al.). Fraser, Froggatt u James oOHapyXwiH, 94TO B CEpIIE ITHX
OOJBHBIX OTCYTCTBYET HOpMaJIbHas TIMKOTEHCOIepKAIlas IepUHYyKJIeapHas 30Ha B
BoJIOKHax [lypkunse.

Haubonee yHukanbHbBIM u3MeHeHHEM sBisuioch HakorieHue [TACK-
MOJIOKUTENBHBIX TJIBIOOK THAIWHA B aTPOPUYHONW COCYJUCTOM TIOJOCKE.
OTrMeuanach TOYTH TIOJIHAsl JIETEHEpalMsl KOpTHEBAa OpraHa ¢ yTpaTou
YyBCTBUTEIIbHBIX KIETOK. [lokpoBHas MeMOpaHa Obljia CMOPIIEHHON WA BTSIHYTOMH,
a pelicHepoBa MeMOpaHa ObLIa cpalieHa ¢ OCHOBHOM MEMOpPAaHOW, MPaKTUYECKU

o0uTCPUpYS yIUTKOBBIA X0J[4]. UyBCTBUTEIBHBIA SIHUTEIHA YTPUKYJIIOCA U
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Cakkymoca Obl1 aTpodUyHBIM, a TpeOeloK Ae30praHu30BaHHBIM. (OTMeuanach

YMEpPEHHAsl yTpaTa HEPBHBIX KJIETOK CIUPAJIBHOTO y3Ja.

Cunapom Pomano —Yopaa

AyTOCOMHO-IOMUHAHTHBIN cuHIpoM Pomano-Yopaa o0ycioBieH myrtamuei
TOJIKO OJIHOTO T€Ha M IMOATOMY MOXET MpOTeKaTh OCECCUMITOMHO WM, Kak
MHHUMYM, C OTCYTCTBHEM HapylleHui ciayxa. [loBTopsis Bce MpU3HAKU CUHIpOMA

Jlxepsena — Jlanre — HunbscoHa.

OTtcyTcTBUE POSIBJICHU MaTOJIOTUH, 3a HCKITFOYCHUEM
ANEKTpOKapaAUOTpaUIECKUX [aHHBIX, HE TapaHTUPYEeT BHE3AIHOTO pPa3BUTHUS
daranpHON  QUOPWIIIAIUM  KEITYJOYKOB TIOJI BO3JEHCTBHEM BHEIIHUX WM
BHYTpeHHUX (pakTopoB. [Ipu BeIsiBIEHUU cHHIpOMa yIiauHeHHOro mHTepBana QT
HEOOXOJMMO TIPOM3BECTH TIIATENILHOE KapAHOJOTHYeCKoe oOclneoBaHle U

TeHETHUYECKOE OTpeieieHne Tuma 3adoeBanus [3].

-]-‘«/\/—/LJJ\//\ :
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meduniver.com

Pucynok - 1. Cunnpom yanuHenHoro untepBaia QT (cunapom Pomano-
Yopaa). UCC 90 ynmapoB B MuHyTy, aiautelbHocTh QT 0,42 ¢, oTHOCUTENIbHas
nutenbHOCTh HTEepBana QT cocraBnsier 128%, OTKOPpEKTUPOBAHHBIM UHTEPBAII

QTC ynnunen u pasen 0,49 c.



IIpuoOpeTeHHBIIT CHHAPOM YIJINHEeHHOT0 nHTepBajia QT

[IpuobperenHoe ynnunenune untepasia Q-T B 3 paza uaine BcTpeyaeTcs y
MY>KUMH U XapaKTepHO AJIs JiiL Oosiee MOXKUIOro Bo3pacTa ¢ 3a00JIeBaHUSIMU, MIPU

KOTOPLBIX Hpeo6naz[aeT KOPOHApOI€HHOC MOPAKCHHUC MHUOKapaa.

Knaccudukanus npuodoperennoro CYN Q-T IKI

[To KTUHUYECKUM MPOSBICHUSIM

1,C cuHKOIMaabHBIMUA COCTOSITHUSIMU.

2. Beccunkonanbubie (penomen YU Q-T).

Buvizeannoe nexkapcmeeHHbiMU npenapamamu:

- AHTHAPUTMUYECKUMU TIperapaTaMu:

I A xnacca: XWHUIWH, TPOKAWHAMU/, JU30MTUPAMHUI, THITYPUTMAIT;

I C knacca: sHKauHn, QrieKkanHuI, nponadeHoH;

[T kmacca: aMmuogapoH, cOTajao, OPeTHINYM, TO(PETHIIH T, CeMaTHIIHI,

IV xnacca: 6enpuani;

- IpyrumMu aHTHApUTMHUYECKUMU TIperapaTaMu: aJeHO3HH.

- Cepae4YHO-COCYAUCTBIMH TIpeTIapaTaMu: aJipeHaliuH, 3)eapruH, KABUHTOH
- AHTaroHMcTaMu CEPOTOHMHA: KETAHCEPHUH, 3UMEIINH.

- 'acTpOosHTEPOTOrHYECKUMHU IIPEnapaTamMu: [U3anpul.

- JlnypeTnkamMu: WHIAIIAMU U Ap. IIPEIapaThl, BEI3BIBAIOIINE THITOKATHEMHIO.

- Jlpyrumu mnpemnapatamMu: KOKawH, MpoOyKOJ, MamnaBepuH, MNPEHUIAMUH,

auo¢Ia3uH, TEPOIMIIMH, Ba30IIPECCHH, TIpemapaTsl JTUTUA[2].

Buoizeannuiii IIEKMPOIUMmMHbIMU HaApYUWCHUAMU . T'HITOKaJIUCMHUA,

THIIOMaroucMus, rurioKaJblIUCMUSI.



Hapywenuamu co cmoponvt I[HC: cyOapaxHOuJaJIbHbIE KPOBOU3IUSHUS,

TpaBMa, OITyX0Jib, TPOMOO3bI, IMO0JIHsI, THPEKIUH.

3abonesanuamu cepoya: MeIICHHBIC ceplieuble PUTMBI (CHHYCOBas OpaauKapans),
MUOKapAUTHI, UIIEMUs, 0cOOEHHO cTeHoKapaus lIpuHuMerana, HHpapKT MUOKap/a,

IIpOoJaIC MUTPAJIBbHOI'O KilallaHa, KapAWOIIaTHHU.

Paznoobpaznvimu npuyunamu. ManoOeIKOBas aueTa, YINOTPEOJICHUE >KXUPHOU
KUBOTHOW TUIIM, XPOHUYECKUHN aJKOTOJU3M, OCTEOre€HHAasl capkoma, KaplruHOMa
nerkoro, cuHapoMm Kona, (eoxpomonmToma, caxapHblii nuaber, THUIOTEPMUS,

Ooricpaluu Ha 00J1aCTH IIIEH.

CymiecTByeT  HECKOJbKO  HauOoliee  W3YYEHHBIX  MAaTOT€HETUYECKHUX
mexanu3moB aputmuu npu CYUW QT. IlepBblidi MeXaHW3M «BHYTPUCEPIECUHBIX
HapylICHUW»  penojsipu3aluyd  MHOKapaa, a  MMEHHO:  IOBBIIICHHAs
qyBCTBUTEIBHOCTh MUOKap/a K apUTMOr€HHOMY 3((eKTy KaTeXxoJaMHHOB. JTa
TUIIOTE€3a COIVIACYEeTCs C IPEANOJIOKEHUEM O IIaTOJOTMHM KaHaloB./[pyron
naTo(U3NONIOrMUECKU MeXaHU3M JucOajaHC CHMIATUYECKOW HHHEpBalUH
(cHMXKEHME MPaBO-CTOPOHHEW CUMIATHUYECKONM MHHEPBALMU BCIIEJCTBHE CIa00CTH

WJIM HEAOPA3BUTHS IIPABOTO 3BE3/14ATOIO TAHTIIMA).

HeszaBucumo ot npuunH Bo3HukHOBeHMsT CYU QT Bo Bcex ciydasx

COXpaHsACTCS PHUCK Pa3BUTHUS Taxukapawu Tuma «torsade de pointesy, koTopas

MOJKET BBI3BATh ACHUOPHILIALINIO KETYTOUKOB.
Kiaunuka

Knuanyeckne BapuaHThl TEYEHUS TAHHOTO CUHIAPOMA BKJIIOYAIOT:
-0OMOPOKH U yNIMHCHUE UHTEPBAJIA;
-yamHeHne naTepBana Q-T 6e3 CHHKOMaNbHBIX COCTOSTHUM;

-CHHKOIIAJIbHBIE COCTOSIHUSI B OTCYTCTBUE y/uimHEeHHs wHTepBanma Q-T ma OKT,

CHATOU B MOKOE.



B kimHHUYeckol KapTUHE 3a00JI€BaHUS TOMUHUPYIOT MPUCTYIBI NOTEPU CO3HAHUSA

(cunKOTMIE)

JIuarHocruka

OcnoBHbIM MeToaoM auarHocTuku CYU Q-T sBnsiercs IKI'. [nurenbHOCTh
uarepBasia Q-T ompenenstoT Ha OCHOBaHMM OLEHKM 3-5 LHKIOB. YBEIWYEHHE
npoaoJKuTeNbHOCTH HHTepBaja Q-T Oonee yem Ha 50 Mcek MO OTHOILIEHHUIO K
HOpMaJIbHBIM 3HaueHUsIM it JaHHOM YCC mpu COOTBETCTBYIOLIEH KIMHUYECKOU

KapTUHE CIYXUT oATBepkaeHueM quarnoza CYU Q-T.

Jlns pacuera HOpMalibHOM BenumuuHbl HHTEpBana Q-T ¢ ywerom UCC
UCIIONIB3YIOT pas3iuyHble (opMysbl, TaONHILI U HOMOrpamMmbl [4]. Haubombiiee
pacnpoctpanenue nonyuuwinu: Popmyna bazerra: Q-T = KHR-RI, rme K —
kodddunment, papabiii 0,37 c. nua myxuuH u 0,40 c. nnsa sxkeHmuH; Gopmyna
XerrnuHa-Xonbimana: Q-T = 0,391[R-R+0,04. Ha ocHoBanunu ¢dopmynsl bazerra
OBLIO MPEJTIOKEHO BHIYUCIIATh KoppurupoBanHblii uHTepBan Q-T: QTc = QT/IIR-

R.
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