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I'JIOCCAPUM

Anpnepcena-TaBuna cunupom — Bapuant LQTS ¢ MHOKECTBEHHBIMH aHOMATUSIMU
Pa3BUTHS CKEJIETA, JIMLEBBIM TUCMOPPU3MOM, UHTEIUIEKTYaIbHBIM 1€(PUITUTOM
BCC — cunapoM BHE3AMHOW CEPIEYHON CMEPTH

JlxepBenna-Jlanre-Hunbcena cunapom — BapuanT LQTS, xapakrepusyroniuiics
BPOXKJICHHON HEHPOCEHCOPHOW TIyXoToH, ymmuHeHueM QT u KelrymouKoBBIMU
apUTMUAMU

KT — xxenytoukoBas Taxukapaus

CYUQT — cunapom yniauHeHHOTO MHTepBasia QT

Tumotu cunapom — BapuaHT LQTS ¢ MHOKECTBEHHBIMU CHCTEMHBIMH MOPOKAMU
pa3BuTHs  (BKJIIOYas ayTW3M, TIOpOKM cepana, JAedeKTbl UMMYHHUTETa,
MeTa00IMYECKUE HAPYIIEHUSI, CHHAAKTUIIUIO)

YCC — yacroTra cepIeUHbIX COKpAIICHHUI

XM DOKI' — xonrepoBckoe MoHuTOpupoBaHue OKI', 0OBIYHO BBINOJHSAETCS HE
MEHBIIIE CYTOK

OKI' — snektpokapauorpamma

LQTs —long QT syndrome



QIIUAEMUOJIOIUA, MEINKO-COLIUMAJIBHOE 3HAYEHUE
CUHAPOMA YIJIMHEHHOI'O HHTEPBAJIA QT

Cungmpom ynnuHeHHoro wuHTepBaia QT sBisiercss Hambosiee YacToM
NPUYUHON BHE3aMHOW CMEPTH JIeTeH, MOJPOCTKOB U MOJIOABIX B3pocibix (10 40
JIeT) BCIICACTBHE PAa3BUTHUS KEITYAOYKOBBIX Taxuaputmuii [1].

B 85% cinywyaeB naHHoe 3a00J€BaHME HMEET CEMEHHBIM XapakTep H
HaclleyeTcsl MO ayTOCOMHO-peleccuBHOMY Tuiy (To ecTh 50% mnoToMmcTBa
HACJENyIOT MAaTOJIOTMYECKUE TEHbl), ocTanbHble 15% ciydaeB 3a0osieBaHUS —
pe3yJIbTaT CIOPaINYECKUX MYTALUH.

Haxonnenue nanHbix MexayHapoIHBIM PECUCTPOM IO MOHUTOPUHTY CEMEN
¢ CYUQT B teuenne noutu 40 jiet mokasaino, 4to 57% mnamnueHToB ymupatrot j10 20
JeT. OTO TMOAYEPKHBAET BAXHOCTb paHHEHM JAMArHOCTUKH  IEPBUYHBIX
AIEKTpUUYECKuX OoJie3Hell cepjia, a Takke HEOOXOAMMOCTh 00CIIeIOBaHUSI BCEX
YJIEHOB CEMbH, BKIOYas OeccMMNTOMHBIX JuIl. OcoOyl  CJIOXKHOCTB
IPEACTABIIAIOT MAalKEHTHl, UMEIOIINE KIMHUKY ATUIUYHBIX CHUHKOIIE, HEOOBIUYHO
JUIMTEJIBHBIX WM MPOTEKAIOIUX C CYIJOPOXHBIM CHHIPOMOM H CXOXHX C
srmtenicuerd  [2].  [laHHoe oO0cienoBaHWe BKJIFOYACT TOAPOOHBIA  aHAH3
IEHEAJIOTUYECKUX JIaHHBIX, KOMILJIEKCHOE 00cie0BaHue (JIEKTPOKapAuOrpapuio
U XOJITEpOBCKOE MoHUTOpUpoBaHue ODKI' ¢ aHammM30M JUIMTENBHOCTH MHTEPBaja
QTc um Bpemenu ymmuHeHus QTC B TEYeHHWE CYTOK), 1O IIOKAa3aHUAM —
MOJICKYJISIpHO-TeHeTHUeckoe uccienoBanue [1, 2]. Onnako, ciaygyau BCC
COXpaHSIOTCS JaK€ B  PAa3BUTBIX CTPaHax, ONpENesisi HEOOXOAUMOCTb
JaJIbHENIIETO VU3y4YECHUsT  KaHaJIONaTUH, pa3paboTKu 51 BHEAPEHUSA
OpraHU3allMOHHBIX MEPOTNPUATUNA TIO BBIABICHUIO OOJBHBIX M NPOPHUIAKTHUKE
HEOJIAronmpUsITHBIX UCXOOB.

YuuThiBas CyIIECTBEHHYIO PaclpOCTpaHEHHOCTh 3abosieBanust — 1:2500-
3000 HOBOpOXIEHHBIX neTel — akTUBHOE BbIABICHHE naerer ¢ CYUQT c
MOMOILBIO 3JIEKTpOKapAuorpaduu SBISETCS MEPBbIM I1IAroM B MNPO(UIAKTHKE
BHE3aIIHOH CMepTH B psjae eBporerickux crpad [3]. OmHako BOMpPOCHI
sbdextuBHOCTH TOTanbHOrO DKI'-CKpuHHMHTA y JeTeil pa3HOro BO3pacTa JI0 CHX
1op JUCKyTUpyroTcs, B ToM yucie B CIIIA nanHOe uccienoBaHne Kak CKPUHUHT
He npoBoautcs [4, 5, 6]. B Poccuu cornacuo Ilpukaza M3 PO Ne514H «O nopsiike
IpOBeJCHUS MPOYUIAKTUIECKUX MEIULIUHCKUX OCMOTPOB HECOBEPIIICHHOIETHUX)
or 17.08.2017, amOynaTopHas mnenMaTpuyeckas IMpakTUKa IpeaycMaTpUBaET
BbInoTHEHKE nepBoil DKI' B Bo3pacte 12 mecdleB, 4TO OTCPOUYNUBAET TUATHOCTUKY
CYUQT y 3HauuTeNbHOrO 4Kciia OOJNBbHBIX. DTO AKIEHTUPYET BHUMAHUE Bpayei
Ha aJbTEPHATUBE TOTAJTLHOMY HEOHATATLHOMY CKPUHHHTY — OOCJI€IOBAaHUM JIeTEH
TPYIII PUCKA.



B xozne HakomieHus: TaHHBIX MOJIEKYJISIPHO-TEHETUYECKOTO HCCIEAOBAHUS Y
nainueHToB ¢ paznuuHbiMu BapuaHtamMu CYUQT Obliu BBISBIEHBI HE TOJIBKO
KJIMHUKO-T€HETUYECKUE aCCOLMAIK, HO U (EHOMEH «YCKOJIb3aHUU» HEKOTOPBIX
BApUAHTOB CHUHJIPOMA OT BBISIBJIICHUA. JTO MOJYEPKUMBAECT BaXKHOCTh aHaIW3a
COBOKYITHOCTU JAHHBIX — KIMHUYECKUX, aHAMHECTHUECKUX, (PYHKIMOHAIBHBIX U
MOJIEKYJISIpHO-TeHeTHUecKux. Hapsigy ¢ 3Tum B jmTepaType MpeacTaBiIcHbBI
ciydau npeanonoxenus o Hammanun CYUQT y mioga u q[uarHocTuka CUHApPOMa C
NPUMEHEHHEM METOJIOB IOJHOAK30MHOTO M TOJHOTEHOMHOTO CEKBEHHPOBAHUS
[7].

Menuko-colalibHOE 3HaY€HUE CUHAPOMA OINpEesieTcs] TPaBMaTU3MOM U
dbopMHpoBaHUEM HEBPOJOTHYECKOro nedunutra Ha (OHE PEeHUAUBUPYIOIIUX
APUTMOTEHHBIX CHHKOI WM OCTPOTO HapyIIEHUs KPOBOOOpAIlIEeHHsS B TOJIOBHOM
MO3r€, BBICOKMM PHCKOM BHE3alHOM CMepTH B JIOOOM BO3pacTe y JeTeH,
MOJIPOCTKOB M MOJIOJBIX B3pocibiX. K mpo0iemMe akTHBHOTO paHHErO BBISIBICHUS
uanonatuaeckoro CYMQT TecHO MpUMBIKAIOT BOMPOCH! BHISBICHHS] BTOPUYHOTO
HapylIeHUs penoyisipu3alud, yaauHeHuss uHTepBasa QT, mnpuMeHeHus
JIEKapCTBEHHBIX MIPENapaToB.

K Tpem ocHOBHBIM IpymnnaMm pucka, KoTopble 3aciyxuBatoT IKI -koHTposis
Ha 4-5 Hejesne )KU3HU, OTHOCSATCS HOBOPOXKICHHBIC JIETH C PEIKAM PUTMOM U/HIIH
OTATOIIEHHBIM aHAMHE30M IO BHE3alTHOM CMEPTH Yy POACTBEHHHMKOB MEPBOMU
CTETICHU POJCTBA; UCCIEIOBAHUE HEOOXOIMMO MPOBOAUTH JIETAM M MOAPOCTKAM C
CHHKOMAJILHBIMHA COCTOSIHUSIMU, @ TaK)Ke JETSIM C BPOKJICHHOU TYTOYXOCTBIO.

JlanHble TpyNmbl pucka ObUIM BBIACIEHBI B COOTBETCTBUM C Haubosiee
YacTbIM MEPBbIM CHUMITOMOM — CHHKOIIE, a TaKXke C Yy4dyeToM Haubosee
pacmpocTpaHeHHbIX KinHu4Yeckux BapuantoB CYUQT.

KIMHNYECKHUE BAPUAHTBI CYUQT

[TepBoe onmcanne CYUQT npuHamie:KuT IByM HOPBEKCKHUM BpauaM - A.
HxepBemny (A. Jervell) u ®. Jlanre-Hunsceny (F. Lange-Nielsen), koTopsie B
1957r. onucanu KIMHUYECKUM Cllydall coueTaHUs PEUUIMBUPYIOIMIMX CHUHKOIE C
BPOXKJIGHHON TiyxoTo u ymiuHenuem wuHtepBaia QT wa OKI. Bapuant
cuHApoMa 0e3 TIyXxoThl onucanu nenuarpsl 3 Utamum — C. Romano u upnangen
O.C. Ward (1964). B naneneiimmem (Yanowitz F., 1966) ommybaukoBan pe3yabTaThl
DKCIIEPUMEHTAJLHBIX ~ HCCIICIOBAaHWH Ha co0akax: TIpU  OJHOCTOPOHHEH
CTUMYJISIIUM ~ 3BE3q4aToro cummartudeckoro y3na Ha OKI'  oTmeuanock
CyllleCTBeHHOEe yaiuHeHue uHTepBaiga QT, 4To MO3BOMMIO MPEANOIOKUTH CBS3b
CUMITATUYECKUX BJIMSIHUW Ha CepAlle ¢ pa3BUTHEM HapyIICHUN perojspu3aiuu u
puckom pasButus JKT. IlomydyeHHple maHHBIE CcTadd OOOCHOBAHHEM IS
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KJIIMHUYECKOI'0 MPUMEHEHHUS JIEBOCTOPOHHEN CHUMMATUYECKOW JIEHEpBalluu cepiia
y naruento ¢ CYUQT.

Onexkrpodusnonorndecko  ocHoBort CYHUQT sBnsercss TreHeTHYecKu
JNETEPMUHUPOBAHHOE HapylleHue (QYHKIMU HOHHBIX KaHaJoB cepaua (Kak
IIPAaBWJIO, HATPHEBBIX W/WJIM KAJIHMEBBIX) B pe3yJbTaTe CHHTE3a W3MCHECHHBIX
CTPYKTYPHBIX/perynsatopHbix OenkoB [1, 2]. Hapymienne TtpancnopTa HaTpus U
KU 3aMEIJIAeT TMPOLECC penosipu3alu  MeMOpaH KapJUOMHUOIMTOB C
pasButHeM yummHEeHHsS wHTepBaia QT  (amprepnanmuu  BomHB 1) Ha
AIEKTPOKApIMOTPAaMME U MOXKET MPU OIpeIeSIeHHbIX yciaoBUsaX Bbi3BaTh KT nmu
GUOPHIUIAINIO JKEITY0UKOB.

Cunnpom Pomano-Yopna sBisieTcss HamOoJee YacThIM M HaxOJIUTCAd B
IIEHTPE BHHUMAaHUSA HCCIEI0OBaTeNIe, MPUHATO BBIACHAT, TPU HaubOoJee
pacrnpocTpaHeHHBIX BapraHTa (Tadu. 1).

Tabnumna 1.
Kiunuko-renernueckue Bapuantel CYWQT [1].
Tun | I'en Kan | Yacto OKT Tpurrepst Yacrora
CHH MYTHPOB | all Ta JIETAJIbHBIX CcC
JIpo AHHBII apUTMHI coObITHI/
Ma JIETAIIBHOC
Th
LQTSI | KVLQTI K 30-35% OmonnonaneHeli Wi | 46% [ 6-
KCNQ1 LQTL  ¢u3udeckuit  cTpecc, 8%
mwiaBanue (82%) Comx,
oTnbIX (9%)
LQTS2 | HERG, K 25-30% LOT2 ©H (29%) Crpecc, | 63% / 6-
KCNH2 rpomkuii  3ByK (49%) 8%
Con, otapix (22%)
LQTS3 | SCN5SA Na 5-10% ®H (4%) Ctpecc 18% / 6-
3 0
LQT Eéi ;3 CoH, OTABIX 8%

[lepBble Tpu BapuaHTa CHHIpPOMa B CTPYKTYypE BCEX TPUHAALIATH BapHUaHTOB
cocTaBisiloT 60-75% W omnpenensitoT Kak BBICOKAM PHUCK Pa3BUTHUSl KaK CEPIACUHO-
COCYIIMCTBIX COOBITUM, TaK M 3HAYMMBIN PUCK JeTaibHOCTH. HecMmoTpst Ha TO, 4TO
OTHOCHUTEJIbHO Oosiee vacto ymmuHeHne QT BcTpewaeTcs y JIEBOYEK M KEHIWH, Y
OOJILHBIX MYKCKOTO TIOJIa KJIMHMYECKas MaHu(ecTalys CHUHApPOMA HACTylaeT
3HAYUTENbHO paHblie — B 7-11 mer (y skenumu — B 16-20net). Kpome Toro, s
MaJIbYUKOB M MY>KYHMH XapaktepeH Oosnee Boicokuit puck passutus KT u CBC[1, 2]. K
(dakTopam BbICOKOTO prucka cMepTH y 0osbHBIX CYUQT oTHOCSTCS:

e BpoxxaeHHas riyxora
e PeuumuBupyromue cunkone Ha pone KT



o (CemeliHbIi aHAMHE3 HEOOBSICHUMOI BHE3AITHON CMEPTH I€TEH/MOJIOIBIX

B3POCIIBIX

e QTc> 500 mcek.
e AB Gmokama 2:1
e AnprepHarms 3yora T
e LQTs3 renorum

B xone msyuenms CYUQT wu mosiBIeHHS HOBBIX JaHHBIX (Hampumep, o0
U3MEHEHUN KIIMHUYECKOTO TEUYEHHsI), U3MEHSIOTCA M (DaKTOpbl pHCKa BHE3AITHOM
CMEpPTHU.

IlepBble TpH BapHaHTa HACIEAYIOTCS ayTOCOMHO-PELIECCHBHBIM ITyTeM. Jlist
NEpBOrO0 BapuaHTa XapakTepHbl IIUpokas ocHoBa T, wmaHudecrayss mocie
(bu3nyUecKoro crpecca — 4acTbIM TPUITEPOM SIBJISIETCS TUIaBaHHE, MEPBBI KOHTAKT
peOeHKa C OTKPBITBIM BOJOEMOM, BBICOKAA A(PPEKTUBHOCTL NPUMEHEHUs Oera-
a/ipeHo0I0KaTOpoB. TUIMMYHBIMU MPU3HAKAMU BTOPOTO BapUAHTA SIBJSIFOTCS pa3BUTHE
CHHKOI WJIM KU3HEYIPOXKAIOIIMX COCTOSHUMA Y MJIQJICHIIEB B NIOKOE M Ja’K€ BO CHE,
Cpey TPUITEPOB XAPAKTEPHBIMU SIBIISIIOTCS  TPOMKHE 3BYKH. TpeTuil BapuaHt
CYUQT ornmuaercss MakCHMAaIbHO MIMPOKUM (YIUIOIIEHHBIM, JBYropObimM) T,
BBIPQKEHHBIM PUCKOM HEOJAronpusiTHBIX HUCXOJIOB W OTCYTCTBMEM OTBETa Ha
pUMEHeHue OeTa-0JI0KaTOPOB.

Cpenu 0onee penkux BaprantoB CYNQT — cunapom Tumoru (LQTS8, Ha ero
JOM0 B paMKax CHHIpOMa NPHXOAWTCS MeHee 1%), HacieayeMblid ayTOCOMHO-
JOMUHAHTHBIM ~ IyTEM, XapaKTePU3yeTCs IIMPOKUM CIEKTPOM  KIMHUYECKUX
MIPOSBJIEHUN — TOMHUMO XapakTepHbIX DKI -u3MeHeHnil 1 HapylIeHU pUT™Ma CepAaLa y
OOJIBHBIX OTMEYAIOTCS BPOJKACHHBIE TOPOKHU CEPALIA, UMMYHOIE(PHULIMTHBIE COCTOSHUS,
DHJIOKpUHHBIC HApYIIEHUsT — YIJIEBOJHOrO oOOMeHa © Mmeraboim3Ma Kaibllus,
HapylEHWE SMOLIMOHAIBHOIO Pa3BUTHSI, PACCTPOMCTBA AyTUCTHUYECKOIO CIEKTPA,
XapaKTEPHbIM CUMITOMOM SIBIISIETCS CUHIAKTUIIHA.

Cunngpom Amnnepcena-Tapuina (LQTS7, ocHoBan Ha nedekre rema KCNJ2),
BCTPEYAIOIIMKCA C TakoOM ke dyactotod — MeHee 1% - xapakrepusyercs
MHOXECTBEHHBIMH ~ aHOMAJIMSIMU  Pa3BUTHs  JIMLIEBOTO  CKEJeTa, KOHEYHOCTEH,
HApyLIEHUSMHU HHTEJUIEKTYalbHOTO PA3BUTHSL, AJUIEPIHUECKUMU 3a00JIEBaHUAMHU U
JKEJTyI0YKOBBIMU apUTMHUSIMHU ¢ BbICOKMM prickoM CBC [8].

Cunnpom Jlxepsemna-Jlanre-Hunbcena (LQTSS, pacmpocTpaHeHHOCTh B
nonyssiiur — 1:200 000-1:1 000 000), ogHako B MOMYJISALMH OOJMBHBIX C BPOXKICHHOM
HelpoceHcopHOH Tyroyxocthio gocturaet 0,7% [1,2]. s manHOro BapuaHTta
CHUHJIpOMa XapakTepHa paHHss MaHudectarmss — 10 3 jer y 90% OoJbHBIX,
HEOIaronpusiTHOE TEYEHHUE C BHICOKOW YaCTOTOW KapAMAIBHBIX COOBITHIA U BBICOKOU
BEPOSITHOCTHIO HEOJIArONpUSATHOrO McXoja. B paHHOW rpynme OONBHBIX HEPEAKO



MOTEPU CO3HAHMSI MACKHPYIOTCS CYIOPOKHBIM CHHJIPOMOM M PaCIICHHUBAIOTCS Kak
ANWIETICHA B OTCYTCTBUE aJiekBaTHOM uHTeprperauuu JKI .
OcranbHble BApUAHTHI TAKKE BCTPEUYAIOTCS MEHee, yeM B 1%.

BBIABJIEHUE BOJIBHBIX C CYUQT,
AJITOPUTM IMOATBEPKIAEHUSA TUATHO3A

BaxxHOM 4YacThl0 JMArHOCTHKM CHUHApPOMA SIBJISIETCS TPABWIBHAS OLEHKA
AIIEKTPOKAPAUOTPAMMBI, 00S3aTETPHON YacThIO HHTEPIIPETAIIMA KOTOPOU SIBIISETCS
pacder koppurupoBaHHOro uHTepBasia QT. Pacuer maHHOTrO mMoOKaszatesst 3a4acTyro
OBIBaCT HEMPABUJIBHBIM, YTO MPUBOJUT K runo- win runepaunardoctuke CYUQT (puc.
1). TlomHoe OTCYTCTBHE pacueTa JaHHOTO IIOKa3aTessl CYIIECTBEHHO CHHXKAeT
BEPOSTHOCTh JIMAaTHOCTUKHM  3a00JICBaHHMsSI Y TMAlMEHTOB C  CHHKONAIGHBIMH
COCTOSTHUSIMU, BPOKICHHOW HEHPOCEHCOPHOM TYroyXoCThIO M APYrMMHU (hakTopamu
pUCKa J@Xe TMPU CBOEBPEMEHHOM BBINIOJHEHUU JJIEKTPOKAPAUOTPaPUUECKOro
HCCIICIOBaHUSI.

B 06bi4HOM Ciyuyae r Pucynoxk 1. [lns

KacarensHas 3ybua T ; TOYHOI'O OIIPCACIICHUA

COeUHAETCA C U30/TMHUEHN T time " uaTepBana OT
4..-.%----':--.,1 p Q
: 1 HEOOXOIUMO
OPUCHTHUPOBATHCSA HA
&_J TOYKY II€pECCUCHUS
bascline ; I\ tangent

BOJIHBI T ¢ m30aMHMEH,

IIPU OTOM BaXXHO
Mpu oTCYTCTBUM U30MHUM

KacarensHan 3ybua T coeguHsaeTca KacaTCIbHYIO

C NPeAnoNOXUTENIbHOW U30IMHUEN IPOBOJIHUTH OT
s : ' Bepxymiku 3yona T. Ha
baseline mngcnt}\

PHCYHKE TTOKa3aHo,
KaK TO HY>XHO
C/eNIaTh MPH JICBUAITTT
cermenTta ST

(oTcyTCcTBUM
M30JIMHHH ), & TAKXKE
Aeydasmbin sybey T TIOJIOXKUTETHHO-
B 3ToM cnyuvae Bbibupaerca X T
¢aza sy6ua T c Haubonbluen aMnAuTya0M : OTpuHaTejJbHOM 1.

baseline ; }Zl:mgcnl
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Hacrosiumme MeTonuMyeckue pEeKOMEHJAUUU MPEACTABISIIOT — aIrOPUTM
BBISIBJICHUS CUHApPOMA yJIMHEHHOro uHTepBasia QT y geTeil B Tpex OCHOBHBIX
IpyInmax pHCKAa: Yy HOBOPOXKICHHBIX JCTeH C PEIKUM pPUTMOM H/WiM ¢
OTSTOLIECHHBIM CEMEMHBIM aHAMHE30M 10 BHE3AMHOW CMEPTH; B TPYIIIE AETEH C
BPOXJICHHOM HEMPOCEHCOPHOW TYTOYXOCTBIO M CPEIW JETEHW C CHHKOMAIbHBIMU
COCTOSIHUSIMH.

3HaYuTeNbHbIE 0COOCHHOCTH C(HOPMYIUPOBAHBI JIJIsI aHAIN3a HEOHATATbHON
OKT'. D10 cBsi3aHO ¢ PUBNOIOTHIECCKUM OTKIOHCHHEM AJICKTPHUECKOM OCH ceplia
BIIPABO M3-3a MpeoliagaHus MpaBbIX OTIEIOB cepAla (IeKTpruieckas och OT ), a
Takke ¢ ¢uznoigornyeckoi Ttaxukapaue. bonbmoit kputepuit CYUQT -
CUHycoBas Opamgukapausi — peructpupyercss npu 3HadeHusix YCC B mepByro
Heaento xku3Hu — oT 107 o 91 B MuHyTY, B epBbIif Mecsall xu3Hu — ot 121 mo 100
B MUHYTY, B T€UEHHME NEPBOIO roja — HIKHSS IpaHUIla MOKa3aTessl COCTaBUIIa
89yn. B MuHyTy. JI)Isl OIIEHKM KOppUTHpPOBAaHHOTO MHTepBaiga QT wmcmosb3yercs
neHTrIbHas Tadbmuna [10].

Crnenyromum ATaroM JIMarHOCTUKH ABJISIETCS MIPOBEICHUE
MoHutopupoBanusa IOKI' nmo Xonrepy. Tunuunsie msdmeHenus «QT nuHaAMUKW»,
OIpEeEsieMON MO OTHOLIEHUIO CPEAHEro JHEBHOTO U cpeaHero HouHoro QT mo
nanabiM XM OKI', BeisBnensl mist LQT1 u LQT3 BapuantoB cunapoma. Ilpu
cpaBHeHnn mapameTpoB QT-nmunamuku y mamuentoB ¢ LQT1 u LQT3 Owuin
MOJIYYE€HBI CXOJIHbIE PE3YyJIbTaThl, KOTOPbIEC MOKa3bIBAIM ycuieHue anantaund QT
B HOYHOE BPEMs 110 CPAaBHEHUIO C THEBHBIM (LIMPKaJAHBIA MHAEKC Oonee 1,44) nis
Bapuadnta LQTI1. Jna LQT3 tunuuasiMu Obut BbicOKMe 3HadeHHS «QT
JUHAMUKW», TPEUMYIIECTBEHHO B  HOYHOE€ BpeMms (Tak  Ha3bpIBacMas
«runepanantanus» QT mHTepBana, o003HavYaroas BeIpaKeHHbIC M3MeHeHus QT
Kak Ha (OHE ydyalleHHs] pUTMa, Tak U Ha (oHe Opamukapauu). Ilapamerpbr «QT

JTWHAMUKWY» Y MOJIOJBIX 30POBBIX JinIl 7-17 JIeT npeacTaBieHbl B Tabauiie 2.

Tabmuua 2.
Cpennerpynmnosbie 3HadeHus «OT qunamukm» B Hopme [10].
[Tapametper QT Bes rpynna (n = | Myxckoi ot (n = | XKenckuii non (n =
60) 32) 28)
Slope QT/RR - 0,19+0,03 *** 0,18 +0,03 * 0,21 £ 0,02 **2
CYTKH (0,13-0,242) (0,13 -0,24) (0,18 — 0,24)
Slope QT/RR - 0,16+0,03 0,16 £ 0,03 0,19 +£0,02
JICHb (0,10-0,22) (0,0-0,21 (0,17 -0,22)
Slope QT/RR - 0,12+0,02 (0,05 — | 0,11 £0,02 ***1,3 | 0,13 £0,02 ***1,3
HOYb 0,18) (0,05-0,15) (0,10 -0,18)
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IHoka3anus k npoBeaeHn0 XM y 00JIbHBIX ¢ CHHAPOMOM YAJIHMHEHHOI0
uarepsaia QT [11].

Kaaccl

1.BblIsiBieHHE KEITYJOUYKOBOM SKCTPACUCTONMH, TaxXUKApAUU TUNA “THUPYIT,
MaKpoaJlbTepHAIIMM  (CMHOHUMBI — MAaKpPOCKOINHWYECKass WM BHU3yaJlbHas
anprepHanus) T 3y0ma, 3HaueHus abcomoTHOTo MHTEpBaa QT Ha MUHUMATBEHOMN
qCcC (CO).

KaaccIT A

1.ITpn Hamuyum aBToMatuueckou onmuu udmepeHuss QT mamnueHTam ¢ AUarHo30oM
VI TTOI03PEHUEM Ha CHHAPOM YAJIMHEHHOro uHTepBana QT (yCTaHOBIEHHOrO Ha
OocHOBaHMH KputepueB l1IBapia): oneHKa cpeHECYTOUHbIX 3HAYEHHI MHTEPBAJIOB
QT u QTc, makcumansHoro QT u QTc, yactorHoil amantanuu uHtepBana QT,
“QT nuHAMHUKK’, MAKCUMAJIBHOTO YPOBHS MHUKPOBOJBTHOM anpTepHaiuu 3yoma T
BpeMeHHbIM MeTo1oM (C);

2.Cubcbl 607bHBIX ¢ cuHApOoM yasnHeHHoro uarepsaia QT (C).

Kuaacc IIB

1.0uenka BapuabenbHOCTH U TypOyaeHTHoctH putma cepaua, DC/AC (DC/AC
unjaexc > — 1) (O);

2.011eHKa s HEeKTUBHOCTH u/uim MIPOAPUTMOT€HHOTO NEHUCTBUS
antuaput™Muueckoit tepanuu (C);

3.PonctBennnku neppoii muauu 60asHBIX ¢ CYUQT (C).

Kaace I11

1.ITepuunas auardoctuka CYNQT;

2.Pyanoe m3mepenune koppurupoBanHoro QT mo ganabeiM XM.

JIns meauaTpuvecKoM NPAaKTUKU CIEAYET JOMOJHUTH CIIMCOK MOKa3aHWUM K
BbinosiHeHnI0 XM OKI' crneayromuMu: aTUNMYHBIE CUHKOIE W MHpecuHkorne (0e3
IPEALIECTBYOLIEN JUNOTHMMUH, CONPOBOXK/IAEMBIE CyJlOporamd,
npojoipKatomuecs Oonee 20 cekyHm); Opaaukapivs; BpPOXKICHHAs TIIyXOTa.
['pynmy pucka COCTaBIsIOT TakXke HEOOCHEIOBaHHBIE CIOPTCMEHBI  C
Opanukapauei.

TpeTtuit aTan AMarHOCTUKHA — MOJIEKYISIPHO-TEHETUYECKOE UCCIIEOBAHHUE.
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BBISIBJIEHUE CYUQT Y HOBOPOXXJEHHBIX TETEN

OnHOM M3 CJOXKHBIX KaTEropuil MAIMEHTOB SIBIISIOTCS HOBOPOK/ICHHbIE
netd. MHOTOYHMCIICHHbIE HCCIEAOBaHUS YCTAaHOBWJIM, UTO COCTOSIHUSI U
3a00JIeBaHuUs MEPUHATAIBHOTO MEpUOAa MOTYT BBI3bIBATh HAPYIICHUS, a UMEHHO
YAJUHEHHE Tepruoia PEenoisipu3alud MeMOpaH KapAHOMHUOIIMTOB C Pa3BUTHEM
KU3HEyrpoxkammx cocrosinuii. MccnenoBanue Bropuunoro CYUQT ycranosmio,
YTO JIaHHOE COCTOSIHHE SIBIISIETCS MPEXOAAIMM, OJHAaKO B pse ClydaeB
AIIEKTpUYEcKasi HECTAOMIBHOCTh MUOKap/a MOKET MPUBOAMUTH K KEITYyIOYKOBBIM
TaXUKapUTMUSM, KaK U T€HETUYECKH JETEPMUHUPOBAHHBIE 3a00JI€BaHUSI MOHHBIX
kaHasoB. K BropuuHomy ynnuHeHuto QTC mpuyacTHBI MOBPEKICHUS MUOKapa,
TUINOTEPMUS, TUIIOTUPEO3, TUMOKAIBIIMEMHS C PA3BUTHEM BTOPUYHBIX HAPYIIEHUN
AIIEKTPUYECKUX (DYHKIMIA cepAla W PUCKOM DPAa3BUTHUS KUZHEYTPOIKAIOIIIX
aputMmuii [10, 11].

[IpoBeneno AIEKTPOKAPIUOTPAPUIECKOE HCCIIEIOBAHUE 29
HOBOpPOXACHHbIX JeTell ¢ peakum putMoM (HCC peructpupoBanach MeHee 2
HEPIICHTHUIIS) WK TI0 MIPHYMHE CIy4acB BHE3aIIHON CMEPTH B CEMEHHOM aHaMHe3e
(Me Bo3spacra recrauuu — 34,4 nenenu [32,6; 37,0]).

Mpl  Takke  BBIIOJHWIM  CIUIOIIHOE  3JIEKTpOKapauorpapuueckoe
uccienoBanne y 1040 HoBopoxaeHHBIX aete (947 poHOMmIEHHBIX U 93
HEJJOHOLIEHHBIX), POAMBIIMXCA B  OKTAOpe-HOAOpe H  ampene-mMae B
[lepunaranibHoM neHtpe KKKLIOM/I, n pommisroM gome Ne2 r. KpacHosipcka
(recTalMOHHBIN BO3pacT 00Cien0BaHHbIX Kosebancs oT 28 no 41 nenenu, Me = 34
Hezaenu). OOcnenoBaHue MPOBOAWIOCH HA 4-5 CyTKM *KU3HU. MBI UCKITIOUUIIU U3
HCCIIEIOBAHUS JIETEN C DKCTPEMAJIIBHO HHU3KOM MAaccod Tena, IOCIEIACTBUIMHU
TSDKEJIOM  acUKCUHM,  OCTPbIMH  HMHGEKIIMOHHBIMU  3a00JICBAaHUSIMH U
BPOXKICHHBIMU  Ooje3HsiMu  cepaua. CrangapTHas — ayeKTpokapauorpadus
BBITIOJIHSUTaCh ¢ moMmolnpio anmaparoB Shiller u mopraruBHOro ammapara Smart
ECG. Untepan QT ompenensiics oT Hadana 3yorma Q g0 okondanus 3yoma T,
KoppurupoBaHHbIid uHTEpBaI QT paccunTsiBaiics o Gopmye baserra [11].

B cnyuae BbIsSIBIEHHS NPUYMH JJI1 HApyLIEHHs] PENOJISIPU3ALUU TOBTOPHO
OKT -uccnenoBanue ObLI0 BBIIOIHEHO MOCIE KOPPEKLUH, IPU OTCYTCTBUHU MPUUYHH
u nogo3pennn Ha mnepBuuHblii CYUQT — uepes 1 mecsan [12]. B manbHelinem
Ha0JII0/IEHNE TPOBOIUIIOCH TOJIBKO 32 TEMH MallMEHTaMH, Y KOTOPBIX COXPaHSIUChH
usmenenus Ha OKI', 1 Tak A0JT0, CKOJTBKO COXPAHSIINCh JaHHBIC OTKIOHEHHUS.

YcranoBiieHo, uyto y 41 pebenka u3 uucia oOcienoBaHHbIX (3,9%)
BBISIBJICHO YJUIMHEHUE KoppurupoBaHHoro uHTepBasia QT — QTc. Ilo crenenu
ynmuHenust QTc y 32 — ot 440 no 469 mcek., y 6 — 470-500 mcek., y 2 nereit —
6onee 500 mcex. Cpenu BEpOSITHBIX NMPUYMH yauuHeHus uHTepBana QT y nmerei
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BBISIBJICHBI CJICIYIOIIHNE: BHYTPUKEIY/IOUYKOBBIE KPOBOMZIUSAHUS y 7 nerer (ux
OIleHKa 10 IIKaje Anrap Mpy POKJACHUHU HE IMpeBbllianga 7 0aioB, MPOBOIUIIACH
anmmapatHas MBJI, B pmanpHedmieM AETH TMOJYYAIM JIEYEHHE IO TMOBOIY
nepedpabHOM HIeMHuH); Y 9 nered — DSIJIEKTPOJUMTHBIC HApYyIICHUS B BHUJIC
TUTIOKAJBIIUEMUN WM TUIIOMAarHUEMHUHU, y TPOUX OBUIM JTOKYMEHTHPOBAHBI
KedaroreMaToMbl, €IIe Yy TPOWX HOBOPOXKICHHBIX, HAOIIOJABIINXCS IO IMOBOAY
TUA0ETHIECKON (PeTOMaTUH — AMU30AbI THIOTINKEMUH (pHC. 2).
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Pucynok 2. Ilpuunnsl yuuaenus uatepaia QT y HoBopoxaeHHbIX aeTei (%0).

Knuanueckoe 3HaueHWe  ONHOM NAIMEHTKH C SKCTPEMAIBHO HU3KUM
ypoBHeM Kanblms (0,5 MMOJB/T) OTMEYEH »SIU304 OCTAHOBKH CEpalia ¢
MOCIEAYIOIIEN  ycnemHoM  peanumauuer. [lo  pesynbratam  CyTOYHOrO
moHuTopupoBanus IDKI' nmo Xonrepy, 14 manueHToB (M3 HUX 6 HEOHOLLIEHHBIX)
uMenu yuHenue uatepBaia QTc 6onee 0,46 cek., y 8 Obula JOKYMEHTHpPOBaHA
Opaaukapausi pa3HOil CTENEHN BBIPAXXEHHOCTH, alibTepHaUs BOJIHbL T —y 6 nerei,
y 2-X oOHapy»XeHa yacTasi CylpaBeHTPUKYIISIPHAS] DKCTPACUCTOIHSI.

Hetn ¢ yanuaenasiM QTc ObUIM BBIICNICHBI B TPYIITY pUCKA TIO Pa3BUTHIO
CBC wu B3sTel o Habmonenue. K koHiy 1 Mecsiia )KU3HU CTOWKOE YUTMHEHHE
untepBasia QTc coxpaHssiock TOJNBKO y ABOUX AeTed. B rpymnme u3 29 nereit ¢
Opanukapaueit B pesynbTare npoaosnkaromerocs DK -CKpUHUHTA BBISIBJICHBI €I11€
nBoe JeTeil (MaabuMK M JeBOYKa). AHANHM3 KIMHUKO-aHAMHECTHUYCCKHX, H
(YHKIIMOHATBHBIX JaHHBIX YCTAaHOBUJI y OTUX J€Ted BBIABUJI COYETaHUE
JIMarHOCTUYECKOro komiuiekca kpurepueB IlIBapua (Tabn. 3), 4TO MO3BOJIHUIIO
000CcHOBATH TIpeAnoaoKuTeIbHbIN quarno3 CYUQT.
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Tabnua 3.
Knunuko-nuaraoctuueckue kpurepun CYUQT [1].

J{uarHocTu4ecKue KpuTepuu banasr | Ilpumeuyanus
KoppurupoBanHbiii ”HTEpBa Schwartz et al.
QTc=>0,48 3
QTc=0,46-0,47 2 QTc = QT/VRR
QTc=0,45 1
Torsades de pointes 2 Cunxkone u IDKT
AnprepHanus T-BonHBI 1
Penkuit put™ 1J1s1 TaHHOTO BO3pacTa 0,5 (UCC B noxkoe < 2 %0)
Cunkone Ha ¢oHe cTpecca
BHE CTpecca 1
Bpoxaennas nyxora 0,5
[TonTBepxknennbiit CYNQTy 1
POICTBEHHUKA
HeoO6bsicuumas BC y unenoB cembu 10 30 0,5
ner*

1 (manpunk) = QTc 0,48 + UCC 110 = 3,5 6amna (Bepositabiit CYUQT)
2 (manpuuk) = QTc 0,49 + UCC 100 = 3,5 (Bepositabiii CYHNQT)
3 (mampuuk) = QTc 0,48 (3) + 3 cmepTu HOBOPOX. cubcoB = 4,5 Oasta

(BeicokoBeposiTHBINT CYUQT)
4 pebenok = QTc 0,52 + YCC 106 = 3,5 6amna (Beposarubiit CYUQT)

L O)II/IH YJIeH CEMbU HE MOXKET OBITh 3aCUMTaH B 00¢ KaTCTrOpHH.

IlepBbIil 1 BTOpoi peOeHOK BbIsiBIEHBI U3 Ipynibl DK -CkpuHuHra, TpeTHii
U 4YeTBepThId — u3 rpynnbl pucka. Camblid SpKUA KIMHUYECKHHA ciydai
NPEACTABICH B KIMHUYECKOW 3ajjaue — HOBOPOXKICHHBIM pPEOCHOK W3 CEMbHU
MUIPAHTOB W3 CpeIHEd A3uu, B KOTOPOH YMEPJIO TPOE HOBOPOKIACHHBIX
MaJbuuMKOB. Bce manueHTsl HaOMIOAAIOTCS JETCKUMHU  KapJuOoJoraMu B
COOTBETCTBHM ¢ pexkoMeHaauusmu (otcaexuBaercss DKI, XM OKI'), nauueHt c
HeOmaronpusTHbIM aHamMHe3oM BCC mosydaeT NOCTOSHHYIO Tepanuio Oerta-
OJIOKaTOPOM, UYBCTBYET ce0sl YIOBIIETBOPUTEIBHO, PA3BUBAETCS COOTBETCTBEHHO
BO3pacTy (K MOMEHTY HAIMCAaHMs DPEKOMEHAAIi pebeHKy 2 Toja). DMu30.1
HapyIICHUs CO3HaHUsS y peOeHKa ObLI BBISIBICH OAHOKPATHBIN B BHJIE€ TPECUHKOIIE,
Ha Qone Tepanuu koHkopoM. OOpasusl JHK nias MonexkynspHO-reHeTHYecKoro
HcclIeIOBaHus — B paboTe.
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Takum o0pa3om, TO [aHHBIM Hallero HAOMIOACHWS, B TPYyIIeE
HOBOPOXK/ICHHBIX JieTel Hambojiee BEpPOSTHBIMH NPUYMHAMHU BTOPUYHOTO
yaauHeHuss uHTepBana QT cramum  SIEKTPOJNIUTHBIE HApYIIEHUS, OCOOEHHO
TUMOKAIBIIMEMUS], CIOCOOHAs MPUBECTH K PA3BUTHUIO (PUOPMILLISAIINN KETYT0UKOB,
¥ BHYTPHKEITY0YKOBBIE KPOBOM3IUSHUS Ha (DOHE MPEHATATHHOU TUTIOKCUH, PEKE
— TWIOTJIMKEMUHW. bBONBIMIMHCTBO ciydaeB BTOpUYHOTO ymiauHeHus QT
OTPaHUYMBAIOTCS HEOHATAIBHBIM IEPUOJOM, KYIUPYIOTCS Ha (OHE JICUCHHUS
OCHOBHOTO 3a0oyieBaHusi ® TpeOyloT aumHamudeckoil orenkun QTC Ha
anekTpokapauorpamme. OOcneoBaHUEe JeTed TPyNIbl PUCKAa 3HAYUTENIBHO
cokpamaer pacxonpl Ha OKI'-ckpuHuHr (mpumepHo B 36 pa3) W TO3BOJISET
BBIIBUTh TaKOE€ JKE€ UHCIO JETed ¢  HapyLIEHUEM  PENospU3alig;
BBHICOKOBEPOSTHBIMUA  Npu3HaKamu  wuamomnatudeckoro CYUQT  sBisroTcs
Opanukapausi MeHee 2 MEpPIEHTUIS, CEMEUHBIM aHaMHE3 BHE3alMHOW CMEPTH M
XapakTepHbIC HW3MEHEHMS Ha DJIGKTPOKapAUOTpaMME B BHJE YJIMHEHUS
KoppurupoBaHHoro uHTepBasa QT. DTa rpynma mereit 3aciayKuBacT HAOIIOCHUS
KapauoJiora, auHamudeckoro ootcnemoBaHusi (DKI'-koHTposs) W orpaHuyeHus
(bu3NMYeCKUX HArpy30K, B CIIy4ae BBICOKOTO pHUCKa HEOJIaronmpuaTHOTO MCXOAa —
Tepamnus 0eTa-0JI0KaTOPOM H/WITH pellIeHre Bompoca 00 OrepaTiBHOM JICUCHHH.

15



BBISIBJIEHUE CYUQT Y JETENA C CHHKOIIAJIbHBIMHA
COCTOAHUAMMU

B rteuenne nByx ner B DenepalibHOM LEHTPE CEPACYHO-COCYIUCTOU
XUpypruu ObuUM HamparieHbl 34 pebenka ot 0 mo 17 jer c xamobamu Ha
TOJIOBOKPY>KEHUS W/WJIH MOTEPIO CO3HAHUSI.

I'pynna pereil, 0OOpaTHBIIMXCA IO TOBOJY MHEPEHECEHHOI'O CHHKOIE
MEpBOHAYAJIBbHO HacuuTbiBaia 128 wyenoBek. Ho Tak kak Bce MalUEHTHI
IpeIBapUTENbHO OBLTH OOCIIEOBaHbl Ha 3Tare aMOyIaTOPHO-TOJUKINHUYECKIX
yUpexAeHU neauaTpoM (C OmpeleseHUEM OOCTOATENbCTB YTPaThl CO3HAHWS,
YPOBHEU TTUKEMHH U JIEKTPOIUTHOro OajaHCa KpOBU), HEBPOJIOTOM (C OLEHKOMU
HEBPOJIOTUYECKOTO craryca, COCTOSIHUS [JIA3HOTO IHa, JAHHBIX
aneKkTposHuedanorpaduu U BUICOMOHUTOPUHTA C PETUCTPALIMEN CHA) U JIETCKUM
KapIMOJIOTOM (opTocTaTuueckas npooa, aeKpoKapauorpadus,
sxokapauorpadus), 3TO MO3BOJMIO UCKIIOUUTH OOJBIIYI0 YacTh MAIUEHTOB W3
rpynibl HaOI0AeHU (LEIEBOM).

Tak, MBI HCKIIOUMIIA W3 LEJIEBOM TPYNIbl ACTeH, Yy KOTOPBIX OBbLIU
BBISIBJICHBI OPTOCTATUYECKUE U JIPYyTrve BazoBarajibHble CHHKOIE (56 MalieHToB),
Bropuunbii  CYUQT nHa Qone »saexkrtponutHoro gucbananca  (Tpoe
HOBOPOXKJICHHBIX JIeTeil), Ae0roT snuiencuu (4 nerel), a Takxke NEpBUYHASA
aeroyHass runepreH3us (1 peOeHOK), OCTpbId MHOKAPIUT C MOpPaKEHUEM
npoBoJsALIed cucteMbl cepaua (1 pedeHoK), HaAnONaTHYECKUd CUHIPOM Clad0CTH
CHUHYCOBOTO y3Ja (BapuaHT Taxukapauu-Oopagukapauu, 1 pedeHok). To ecTh, y 66
NAIMEeHTOB CepAM MPUYMH CUHKOIE BBISBICHBI Ipyrue 3a0oseBanus cepamna. ¥ 27
HAO0JII0JJa€MbIX YCTAHOBUTH ATHOJOTMIO CHHKOIAJIBHBIX COCTOSHUM HE YJajioch,
YTO TOCTYXKHUJIO IOBOJOM JUIsl JaNbHENUIIEro HaOIIOACHMSL.

I'pynna w3 35 manueHTOB € ’kajmobamMy Ha TOBTOPHBIE CHUHKOIAJIbHBIC
cocTostHusl Obuta obcnenoBana B ctanuoHape PIICCX ¢ moMompo Cleayomux
JUArHOCTUYECKUX  METOJOB:  KJIMHUKO-aHAMHECTUYECKOE  HCCIEJOBaHUE,
aNeKTpoKapauorpadus, sxokapauorpadusi, XOJITEPOBCKOE MOHUTOPUPOBAHUE
OKI, mo mokazaHusiM — HJIEKTPO(PHU3MOIOTHUECKOe HCclieqoBaHue. YeTBephiM
NAlMEHTaM [TPOBOJMIICS JUIUTEIbHBIM MOHUTOPHHT CEPIEYHOTO PUTMA C IIOMOILBIO
UMIUIaHTHpOBaHHOTO JeTektopa Reveal XT. KomMmrutekc mpoBeneHHBIX
UCCJIEIOBAaHUM TIO3BOJIMI BBISIBUTD Y 18 OONBHBIX JIpyrue HapyILICHHUs CEpICYHOIO
pur™Ma (cunzpoMm Bonspa-ITapkuncona-VYaiita, CYIIpaBEHTPUKYJISIpHAS
NapoOKCU3MallbHas  TaxUKapAus, YacTble JKEIYyJA0YKOBBIE JKCTPACUCTOJIUH,
aTPUOBEHTPUKYJISIpPHbIE OJIOKaabl 2-3 CTENEeHW, CHUHJIPOM CIAa00CTH CHHYCOBOTO
y37a, JAWIaTallUOHHAs KapauoMuonatusi ¢ ¢uopwwsiuedn npencepauii (1
peOCHOK).
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[lon nabmronenue ObulM B3sATHI 15 mpoOaHIOB M ujieHbl UX ceMel. Mbl
NpeACTaBWIM NpuMep pacuera 6amioB o kputepusim I1.11IBapua juist BeIsIBICHUS
NOKa3aHUH K MPOBEICHUIO MOJICKYJIIPHO-TEHETHYECKOTO UccienoBanus (Tadm. 4).
Heobxoaumo OTMETHTH, YTO HauOOJIbllIee AUATHOCTUYECKOE 3HAYECHUE HMMEIOT
unTepBaibpl QTC, onpenensembie Bpyunyto Ha JKI', a Takke TOKyMEHTUpPOBAHHAS
YKETyI0YKOBasi TAXUKAPIUSL.

['eneTndeckoe TecTUpoBaHWE TMPOBOAWIOCH B jabopatopuun (MAGI,
HexomMepueckoro MeAUIIMHCKOTO WHCTUTYTa TE€HETHKU 4YeloBeka, PoepeTo,
Wranus), xkyma Owbutn HampaBieHbl s skctpakumu JIHK 43 o6pazuna JIHK
HaOmomaemMbix ¢ mnogo3penueM Ha wuauonatuueckuit CYUQT. Cpeau Bcex
oOciefoBaHHBIX K HacTosimeMmy MomeHTy guarHo3 CYHQT mnoarBepxkiaeH
pE3yNbTATOM MOJIEKYJIIPHO-TEHETUYECKOIO HCclenoBaHus y 6 nered u 4
B3POCJIBIX, UCKIIIOUYEH — Y 4 MalMEHTOB, HA 3TAre BBIIIOJHECHUS — Y OCTAIbHBIX 11
HaOJI0JaeMbIX M WICHOB UX ceMell. Bce manueHThl HaXoAsTcs 1Mo HaOI0IeHueEM
KapJIM0JIoTa U apUTMOJIOTa, MOJIy4aroT Tepanuio 0eTa-0J0KkaTopoM, TpeM OOJbHBIM
¢ BbicokuM puckoM BCC ummnantupoBansl UK/,

3HAUMMYI0 TPYNIy pHUCKA TaKXKe MPEACTaBISIIOT JIETH W B3pPOCIbIE C
BpOXKIACHHON Tyroyxoctbio. OOcnemoBanue 137 nerel B IIKOJE TIIYXOHEMBIX
BbIsIBIIIO | pebenka ¢ ynnuHeHHBIM QT (Mampumk 17 ner, QTc=0,478), koTopsIii
KAaTerOpUYECKH OTKA3aJICs OT MOJIEKYJIIPHO-TEHETUYECKOr0 00CIIeTOBAHUS.

Takum oOpazom, NpodUIAKTUYECKUM TMOJIXO0J] C AKTHUBHBIM BBISBICHUEM
JeTed U3 TpyNn pucka (HOBOPOXKIECHHBIE C PEIKUM PUTMOM, JE€TH C
CUHKOMAJIBHBIMH COCTOSTHUSIMU TPU UCKITIOUEHUU JPYTUX OOJIe3HEH cepiua, AeTH
C HEMPOCEHCOPHOM TYroyXOCThIO, IETH JIFOOOT0 BO3pacTa C CEMEMHBIM aHAMHE30M
BHE3AITHOM HEOOBSICHUMOW CMEpTH, a TaKXKe JIeTH JII0OOro BO3pacTa U3 ceMei
OoonmbHBIX ¢ jgokazaHHeiIM CYUQT) ¢ mnomompio 3ieKTpokapauorpaduud ¢
00s13aTeTIbHBIM PacueTOM KOppUTHpoBaHHOTO nHTEpBana QT.
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Kpurepuu I1.111Bapua y nereil ¢ CHHKONAIbHBIMHU COCTOSTHUSIMU (a0C., YUCIIO OAJLIIOB).

Taomumna 4.

QTc AnsrepHanys/ UneHsl
CeMbst Bosp. | TToxn | (popmyna dTorSf':lde 333y6ple)H-TB 1. | bpamiKapi | Cuscone, CEeMBH C BCCy Cymma
Baserra) e pointes BOJHbL st TIPECHHKOIIE CYNQT YJIeHa CeMbH | OaJLIOB
1.IIpoGany | 15 | K | 460 (2) +(2) Bue crpecca - - 5
CYUQT + (1)
Cectpa XK | <440 (0) - - - - (1) - 1
2.ITpoGanna K 450 (1) - + (1) - -
CYHUQT
Matb K | <440 (0) - - - - + (1) - 1
Oren M | >450 (2) - - - - + (1) - >3
3.I1pob6ana M | >480 (3) - +(2) - - >4
CYUQT
4.Ipodan K | >460(2) | XKD ¥ (2) 3 >4
CYHUQT
bpar M 496 (3) - + (1) + (1) - >4
Martb K 485 (3) + (1) >4
Oren M
JIBotop. Opat M | <440 (0) + (1) >1
Jen M | >450 (2) + (1) + (1) >4
Hsns M 480 (3) + (1) >4
JBorop. Opar M | 469 (3) + (1) >4
baby1ka XK | <440 (0) + (1) >1
S5.I1po6ann K | 450 (1) +(2) - >4
CYUQT
Martb XK | <440 (0) + (1) >1




QTc AnbrepHanys/ YsteHbl
Cembs Bosp. | Ilom | (dopmyrna dl_%rs;ﬂgs 3a3y6ple)H-Tb T- Bpaiflﬂmp A Hgilinlgfﬁe CEMBbHU C qn;ggei’am ga}ijﬂh(/)IE
BageTTa) BOJIHBI CYUQT
6.ITpoGans 5 | K 530 (3) ? - >3
CYHUQT
Martb 31 | XK | <440 (0) + (1) >1
7.11po6ann 4 K 477 (1) +(0,5) ?
CYHQT
Mars 35 | XK | <440 (0) + (1) >1
Oren 46 | M | <440 (0) + (1) >1
8.Mpodann | 15 | 7K | 481 (3) +(1) - >4
CYUQT
Martsb 35 | XK | <440 (0) + (1) >1
babymka 57 | XK | <440 (0) + (1) >1
9. MlpoGanx | 6 | 7&K | 478 (2) +(0,5) +(2) >4
CYHQT
Matb 31 | XK | <440 (0) + (1) >1
Orent 32 | M | <440 (0) + (1) >1
Babyiika 55 | XK | <440 (0) + (1) >1
10.0poGanx | 7 | M 470 (2) +(2) +(0,5) + (1) >3,5
CYUQT
Matb 37 | XK | <440 (0) + (1) >1
11.MpoGéanng | 0 | M 530 (3) +(0,5) + (1) >4,5
CYHQT
Matb 28 | K 440 (1) +(2) WPW >3
12. Mpobdang | O | M | 490 (3) +(1) >4
CYUQT
bpar 0 M +CBCM




QTc AnsrepHanys/ UneHsl
Cembst Bosp. | Ilom | (dopmyrna d-g(;rs;ﬂgs 3a3y6ple)H-Tb T- Bpaiflﬂmp A Hgilinlgfﬁe CEMBbHU C qn;ggei’am ga}ijﬂh(/)IE
BageTTa) BOJIHBI CYUQT
bpar 0 M +CBCM
Bbpar 0 M +CBCM
Cectpa 12 | K | <440 (0) + (1) +(1) >2
13.11pobanx | 16 | K 463 (1) +(0,5) +(1) >2.5
CYHQT
bpar 6 M
Martp 42 | K
Oreng 48 | M
14. TlpoGana | 8 | M | >470(2) +(0,5) +(2) >4
CYUQT
Martsb 34 | XK | <440 (0) + (1) >1
15. IIpodann

CYUQT




TECTbBI

. CUHPOM JIKEPBEJUIA-JIAHT'E-HUJIbCEHA OTJIMYAET
1) nmuaHBIH nHTEpBaI QTc
2) OJIaronpHUATHBIN MPOTHO3
3) coderaHue ¢ HEHPOCEHCOPHOU TITYXOTOU
4) coueTaHWE C aHOMAJIVMSIMH JIMIIEBOTO CKEJIETa
5) coderaHue ¢ BpOXKICHHBIMU IIOPOKAMU CEP/LIa
. TIEPBUYHBIM CUH/IPOM Y UIMHEHHOI'O UHTEPBAJIA QT — 3TO
1) BpOXICHHBIM MMOPOK Pa3BUTHS CEp/La
2) BPOXJICHHBIN MMOPOK MPOBOIAIIEH CHCTEMBI
3) npexoasiiee HapylieHue penosspusanuu Ha DK Ha done
aHTUAPUTMHYCCKON Teparuu
4) reHeTHYeCKUN Ae(PEeKT OCTKOB HOHHBIX KaHAJIOB KapIMOMHOITUTOB
5) pe3ynbTaT ayTOMMMYHHOTO TTOPaKEHUS cCep/iia
. HAUBOJIEE YACTBII BOSPACT MAHUDECTAILIMM CYUQT Y
MAJIBYMKOB
1) mepuo HOBOPOXKICHHOCTH
2) 6-9 ner
3) 15-18 met
4) mocae 25 ner
5) mocue 40 et
. MEJAMKO-COLNAJIBHOE 3HAUEHUE CYUQT COCTABJISAET
1) BBICOKHIA PUCK MHBAJIMIU3AIMH [TPH BHE3AITHON TIOTEPE CO3ZHAHUS
2) BHe3amHas cepjieuHas CMEepPTh B JJFOOOM BO3pacTe
3) orpaHuYeHHE BBHINOJHEHUS (U3NICCKUX HArPY30K
4) Bce MepPeUnCIICHHOE
. PACITPOCTPAHEHHOCTbH CUHJIPOMA POMAHO-YOPJIA
COCTABJISIET
1) 1:10 000
2) 1:2500
3) 1:5000
4) 1:7000
. OCHOBHA {1 IPUMMHA BHE3AITHOU CMEPTH Y BOJIBHBIX C
CYUQT
1) xpoHuueckas cepacyHasi HEAOCTATOYHOCTh
2) TpoMOO03IMOOIIHS JICTOYHOU apTepUn
3) ¢11aboCTh CHHYCOBOTO y3J1a C HCXOJI0M B aCHCTOJIUIO
4) mapoKcu3MasbHas )KeIyA0YKOBask TaXUKAPAUS
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7. T'PYIIIIBLI PUCKA T10 CYUQT BKIIFOUAIOT
1) HOBOPOXIACHHBIX JIETCH C PEIKUM PUTMOM
2) CIOPTCMEHOB ¢ OpaguKapauei
3) deTeii ¢ HEYCTAaHOBJICHHOM MPUYMHON CHHKOIIE
4) poactBeHHUKOB O01BbHOTO ¢ CYNQT
5) Bcex mepevrcICHHBIX
8. IMAT'HOCTUKA CYUQT BKIIIOYAET
1) nuHaMmdeckyro oreHky DKI
2) sxokaparorpaduro
3) cyrouHoe MOHUTOpHpOoBaHue AJ]
4) OILIEHKY HEBPOJIOTHYECKOTO CTaTyca
5) Bce nmepeyncCIICHHOES
9. IO JAHHBIM XOTEPOBCKOI'O MOHUTOPHPOBAHUA PUTMA
[TPU TTOJJO3PEHMU HA CYUQT CIIEAYET OLUIEHUTDH
1) cpenHue u MakcuMaiibHbIC 3HaYeHUs QTC
2) Bpems ymmuHeHus QTcC
3) QTC —auHAMHKY
4) Bce MEepPEUnCIICHHOE
10. METO/IbI JIEHEHUW A BOJIBHBIX C CYNQT BKJIFOUAIOT
1) mocTrosiHHBIN nprueM OeTa-0JIoKaTopa (MPOMPAHOJIOI WIIA HAT0I0M)
2) UMIUTAHTAIMIO KapAuoBepTepa-aepuOpuiLaTopa
3) JEBOCTOPOHHIO CUMITATIKTOMHMIO
4) Bce MepPeUnCIICHHOE
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KIIMHNYECKUE 3A/IAYH.

3amaua Nel

MamuHoM CKOpOW MHOMOIIM B PEAHMMALMOHHOE OTHECICHHE JI0CTaBJICHA
JIOHOILLIEHHAsl HOBOPOXJCHHas JAeBOYKa, Bo3pacTt 11 cyrok. B TteueHme nHs
OTKa3bpIBaJIaCh OT TPYyIH, OECIOKOWJAch, 3aT€M IMOSBUIACH BSUIOCTh, OJIETHOCTH
KOH, IIMaHO3 HOCOTYOHOT'0 TPEYroJbHUKA, JTaI0HEH, CTOI, cTaja pexe MOUUTHCS.
PeGenok ot 1-0if OGepeMEHHOCTH, CaMOCTOATEIBHBIX POJOB C Maccoll mpu
poxaenuu 4140r, onenkoit mo mkane Anrap 8/9 6amnos. Beimicana Ha 5 CyTKH B
YIOBJIETBOPUTEIBHOM COCTOSIHUM.

[Ipu noctymiieHun coctosHue Tspkenoe. KokHble TOKpOBBI OJieAHBIE,
aKpoIMaHo3, MacTO3HOCTh JIMIIA, MepeAHeil OpIomHON CTeHKH, cTom. [[pixaHue
npoBoauTcs o BceM moiisiM, Y[ — 60 B munyty. TOHBI cepilia pUTMUYHBIE,
rpomkue, YCC 230 B MUHYTY, BO 2-3 MEKpeOephsiX MITKHI CHCTOIMYECKUAN LIYM.
[leuens +4,0 cM u3-moj Kpas pedepHON AYTH MO CpeaHEKIoUndHOr muHuu. [lo

naHHbIM 3XOKI BBIABICHO pacuIupeHue MOJIOCTU JEBOT0 KeTy/109Ka, MUTpaIbHas
HEJI0CTaTOYHOCTH 2-3 cT., DB — 60%, CIJIA — 28 mMm pt.cT. OKI Ha doTo.

[locTaBbpTE IPEABAPUTEIBHBINA JUATHO3.

Hanumure miad oOciaegoBaHus.

O6o03HaubTe KpyT O0Je3HeN qudPepeHnnaIpHOT0 AUarHo3a.
OxakuTe HEOTJIOKHYIO TOMOIIIb.

W

3amaya Ne2.

JIOHOIICHHBIH PEeOCHOK, POIMIICS C OICHKOW o mikaie Amnrap 9/9 6amios.
Macca — 3540, pgnuna — 52cm. Bropele cytkum  xu3HH. CocTosiHuE
yloBIeTBOpUTeNpHOEe. Ha  rpynHoM — BCKapMIIMBaHMM, COCET  aKTHUBHO.
®dusnonornyeckue pedraeKchl BbI3BIBAIOTCS, CYXOXXUJIBHBIE — CHMMETPHUYHBIE.
Koxa cmyrmasi, yncTas (HaimoHaibHas 0COOCHHOCTh, pEOCHOK - Ka3zax). [[pixanue
ny3puibHOE, 42 B MUHYTY. TOHBI cepaia puTMu4Hble, oTyeTuBele, ¢ HCC — 124 B
MUHYTY. JKUBOT MATKHiA, TeyeHb +2¢cM. CTyll — MEKOHUI.

B ceMbe Tpoe npeapiaymx ManbuukoB ymepin: 2009 — peOeHOK C OIIeHKOM
Amrap 8/9, m - 3600, I - 50cm, 2012 - pedenok ¢ onenkoit Arrap 9/9, m - 4300, | -
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53cm, 2014 — pebenok ¢ onenkort Anrap 8/8, m - 2700, | - 49cwm. [Tpuunabl cMepTH
nereit He OblM ycTaHoBIeHBI B Kazaxcrane. Cembs nepeexana B Poccuro.
[Tpu o6cnenosanuu Ha DK cnepyromas kapTuHa:

]

i
|
|

e

* NEKTPOKAPAKOIrPa® ANk

|
3

[locTaBbpTE IPEABAPUTEIBHBIN JUATHO3.

Hasnaubte mnan o0ciaeaoBaHus.

Omnpenenute 60ne3uu i AU depeHITnanbHOro TUarHosa.
Ha3znaubTe neuenue.

1.
2.
3.
4.
S.

DTaJOHbI OTBETOB.

Onpenenure TIaH TMCIIAHCEPHOTO HAOJIIOICHHUS.

3amaua 1.

1. ITapokcu3manbHass MOHOMOpP(DHAS JKeTy109KoBas Taxukapaus. Octpas
OMBEHTPUKYJIApHAs cepaeunas HegoctarouHocTs. OK |11

2. C uenpio ompeneicHus: JUHAMUKUA COCTOSHHS pebeHka (B yCIOBHUAX
COMATHYECKOT0  CTalliOHapa)  HEOOXOJWMBI:  MOHUTOPUHT  CHCTEMHOTO
apTepUaIbHOTO JIABJICHUS M YaCTOTHI CEPJIEYHBIX COKpAICHUH, TUype3a, OleHKa
ra3oB KpoBU. JIMarHOCTHUKAa TMPUYUH PA3BUTHS IMAPOKCU3MAIBHOW TaxXUKaApIUU
BKJIIOYAET: o0mwmil  aHanmu3  nepudepuyeckod  KpoBH, OMOXMMHUYECKOE
uccaenosanue kposu: CPB, KOK, JIAI-5, snexrpomursr (K¥, Na', Mg*, Ca™),
PEHTTEHOTpaMMy  OPTaHOB  TIPYyJAHOM  KIETKM B  MNPSIMOM  INPOEKLHH.
Oxokapauorpaduss TPOBOAUTCS IS YTOYHEHUS (DYHKIIMOHAIBLHOTO COCTOSIHUS
MUOKapja, HCKIIOYEHUS BPOKICHHBIX TOPOKOB cepimna. B muHamuke (mocre
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KyITUPOBAHUS MTAPOKCU3Ma) HEOOXOIUMBI JIEKTpOKapArorpadus U XOITEPOBCKOE
MOHUTOPUPOBAHUE PUTMA C LEIBIO JUATHOCTHKU TEPBUYHBIX SJIEKTPUUYECKUX
Oone3Hel cepila, B Clyyae HaJIU4Msl DJIEKTPOKAPAUOTrpadUUYECKUX CUMIITOMOB
KaHAJIONATUI PeKOMEHI0BAHO MOJIEKYJIIPHO-TEHETUYECKOE UCCIIEI0BAHNUE.

3. HeobOxommma aMarHOCTHKA IIaTOJIOTHH, SBIISIONIECHCS OCHOBOM JJIA
Pa3BUTHS MAPOKCHU3MAJIBLHOM >KEIyJOUYKOBOM TaxUKapJIUHU: OCTPOTO MUOKApIUTA,
KaTEXOJAMUHEPTUYECKON KETy/I0YKOBOM TaXxUKApJWUU, CUHAPOMA YIJIMHEHHOTO
uatepBaia QT, cuHapoma ykopoueHHoro muTepBaia QT, cuampoma bpyrana,
BPOXKJICHHBIX TOPOKOB CEp/lla, SJIEKTPOIUTHBIX HapyHICHUH (TUIIOKAIUEMUH,
TUTMOKAIBIIEMUHN ).

4. Jlng KynoupoBaHMsS TMPHUCTYNMa MApPOKCU3MAIBHOM  KETYJTOYKOBOM
TaxUKapAUN Y HOBOPOKICHHOTO peOeHKa TpeOyeTCsl BBEACHUE aHTHAPUTMUYECKHIX
npernapaToB: HOBOKaMHAMUIa 5 MT/KT BHYTpUBEHHO ¢ 1% pactBopom Me3atoHa 0,1
MJ OJHOBpeMEHHO uiau cotanoia 0,2 Mr/kr; npu OTCyTcTBUM 3ddekra —
aMuoJapoH oT 5 jo 15 mr/kr. B ciydyae HapacTaroIMX CHUMIITOMOB CEpJCYHOMN
HEJIOCTAaTOYHOCTU TPH MPOJAOJDKAIOIIEMCST MapoKcu3Me TpeOyeTcsl MpoBeIeHUE
AIEKTPUUYECKON KapauoBepcuu (neduOpuiuIsaIium).

[Ipu BBIIBICHHHM OTHOJIOTMYECKOrOo (akTopa — HayaTh JICUCHHE
3a00J1€BaHMsl, CTABILIETO MPUYMHON pa3BUTHSI TAPOKCU3MATBLHON TaXUKaAPIUU.

5. HaOmroneHue HOBOPOXKIEHHOTO peOCHKAa C TMEPEHECEHHBIM 3MHU30]10M
MapOKCU3MAJIbHON JKENTyJI0YKOBOM TaxWKapJuu IMOCJE KYMUPOBAHUS MPUCTyNa
3aBUCUT OT MPUYMHBI HAPYIICHUS PUTMaA cepjilia. B Tex ciydasx, korja oCHOBOM
MAapOKCU3MAIIbHON TaXWKapJAWHM SBJISIOTCA BHEIIHHE KypuUpyembie (PaKkTopbl
(Hampumep, HapyIIeHWE COACPKAHUSA DJICKTPOJIUTOB B KPOBH, TUIEPTEPMHUS,
THUIIOKCUYECKOE TOpaXEHUE TOJIOBHOTO MO3ra), HaOJioJeHne pebeHKa MPOBOJUT
neauatp. [Ipu BoissBIeHUH Oosie3HEH cepiama HE0OXOIMMO HAOJIOICHHUE JTETCKOTO
KapJIM0JIoTa U, Mo MOKa3aHUusIM, apUTMOJIOTA.

3amaua No2.
1. CunzpoMm yymmHEHHOTO nHTepBaia QT, nmanonaTudecKu.
2. [IpoBenenue xonrtepoBckoro moHuTopupoBanuss OKI' ¢ oueHkoi

KoppurupoanHoro unrepasia QT, Bpemenu ymnuaeruss QTC B TeueHHE CYTOK.
[Toxcuer GamnoB no Tabnuie IlIBapria (oreHka ceMeHHOTO aHaMHe3a BHE3aIHON
CMEPTH, HaIW4usi OpaauKapIud, CHUHKOI, CBSI3aHHBIX WJIA HE CBS3aHHBIX C
(bu3nuecKkoil Harpy3Kkoi, BbISIBIICHHE HapylleHuM putma cepaua). Koncynpranus
reHeTrKa (MpOBEICHUE  MOJIEKYISIPHO-TCHETHYECKOTO  HMCCICIOBAHUSA IS
yrounenusa tuna CYUQT). Koncynbramuss apurmosnora npv YTOUYHEHHHM PHUCKa
XKT.

3. Juddepennmanus  HamboJiee  YACThIX  KIIMHUKO-TEHETHYECKHUX
BapHaHTOB CHHIApoMa yaauHeHHoro uHTepBanma QT (1, 2, 3) HeobOxomuma st
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BbIOOpa Tepanuu: | BapuaHT — BO3MOKHA Tepamus OeTa-aJApeHOOJIOKATOpaMU C
BBICOKOH 3 eKTUBHOCTHIO , 3 BapuaHT — BAB MoryT okazaTbCs HEJOCTATOYHO
sbdexTuBHbIMU, TOKa3aHa wuMiaHTamus WK ¢ wensio  npoduiiakThku
BHE3AITHOUN CMEpTH.

4, [Mox6op mo3st BAB B ycioBusix cranmoHapa — aHanpwinH | Mr/kr B
CYTKH, B TpHU IipueMa, noj kourposeM AJl, OKT.

d. HaOnronenne neguarpa, ASTCKOrO KapauoJiora W KapAHOXUpypra-
aputmosora. Kourpoins cocrosuusi, HCC, KT, peakuuu Ha cTpecc.

26



CIIMCOK JIMTEPATYPBI.

1. Genotype-phenotype correlation in the long-QT syndrome: gene-specific
triggers for life-threatening arrhythmias / P. J. Schwartz, S. G. Priori, C. Spazzolini
[et al.] // Circulation. — 2001. — VVol.103. — P. 89-95.

2. [konpHuKOBa, M. A. ['eHeTHYEeCKHM JETEPMHUHHUPOBAHHBIE HAPYIICHHUS
putma cepaua / M. A. HlkompaukoBa, M. C. Xapnan, P. A. Wabmapoma //
Poccuiickuii kapauonoruueckuit xxyprai. — 2011, — Ne 1. — C. 8-25.

3. Quaglini, S. Cost-effectiveness of neonatal ECG screening for the long QT
syndrome Schwartz / S. Quaglini, C. Rognoni, C. Spazzolini // Eur. Heart J. —
2006. - Vol. 27, Nel5. - P.1824-1832.

4.  Vetter V. L. Electrocardiographic Screening of All Infants, Children, and
Teenagers Should Be Perfomed / V. L. Vetter // Circulation. — 2014. - Vol.130. —
P. 688 -697.

5. Electrocardiogram Screening for Disorders That Cause Sudden Cardiac
Death in Asymptomatic Children: A Meta-analysis / A. M. Rodday, J. K.
Triedman, M. E. Alexander [et al.] // Pediatrics. — 2012. — Vol.129, Ne 4. — P.
e999-e1010.

6.  Wren, C. Screening children with a family history of sudden cardiac death /
C. Wren // Heart. - 2006. — Vol. 92, Ne7. - P. 1001-1006.

1. pr;[HOCTI/I AUArHOCTUKHU M JICHCHUSA IICPBUYIHOIO0 CHMHApPOMA YIJIMHCHHOIO
uatepBaia QTy nmereit / O. 1O. INommmBanoa, M. A. IlkoneHukoBa, E. T.
Oxynesa [u ap.] // Tlegunarpus. XKypn. um. I'.H. Cnepanckoro. — 2015. — Ne 2. — C.
87-91.

8. bensesa, M. M. Cungpomsl AHnepcena—TaBuna, Tumortn, [[xepBenna—
Jlanre-Hunbpcena: mnosguopraHHas IaroJIOTUsT C BBICOKMM PHCKOM BHE3AITHOMN
cepacunoii cmeptu / M. M. benseBa, P. A. Unpnaposa, M. A. llIkonsaukosa //
[Meguarpus. — 2016. — Ne 3. — C. 80-85.

Q. Molecular Diagnosis of Long-QT syndrome at 10 Days of Life by Rapid
Whole Genome Sequencing / J. R. Priest, S. R. Ceresnak, F. E. Dewey [et al.] //
Heart Rhythm. — 2014. — Vol. 11, Ne 10. — P. 1707-1713.

10. HamuoHnanapHbIE POCCHICKHE PEKOMEHIAIMHM TI0 MPUMEHEHHUIO METOIUKH
XOJITEPOBCKOTO MOHHMTOPUPOBAHMS B KIMHWYECKOM mipakTtuke / Poc. kap.
oOmectBo, Poc. 00mIecTBO XOATEPOBCKOTO MOHHUTOPHPOBAHUS W HEWMHBA3UBHOM
anekTpoduznosioruy, Poc. accoll. crnenualucToB (PyHKIl. TAArHOCTUKHU [U 1p.]| //
Poc. kapnuonoruueckuit xyprai. - 2014, — T. 2. Ne 106. — C. 6-71.

11. Guidelines for the interpretation of the neonatal electrocardiogram. A Task
Force of the European Society of Cardiology / P. J. Schwartz, A. Garson, T. Paul
[et al.] // Eur. Heart J. — 2002. — Vol. 23. — P. 1329-1344.

27



12.  Newborn Electrocardiography as a Screening Method for Long-QT
Syndrome / F. Torres, M. Hernandez, J. Garcia [et al.] // J. Clin. Exp. Cardiolog. —
2015. — Vol. 6. — P. 370.

13. MWnbnmaposa, P. A. CoBpeMeHHass TaKTUKa BEJICHHS MAIMEHTOB MOJIOAOTO
BO3pacTa ¢ CHHIPOMOM Y/UIMHEHHOTO mHTepBaia QT: oT paHHEW AMArHOCTUKH K
UMITIAHTAIIUU KapArnoBepTepa-neGuopuusTopa ¥ MOHUTOPUHTY MapKepOB PHCKa
BHe3anHoU cmeptu / P. A. Unsmaposa, M. A. llIkonsaukoBa // Cub. Men. xypHai.
- 2015. — Nel. — C. 28-35.

28



Tunorpagus KpaclTMY
3aka3 Ne 12020

660022, r.Kpacnosipck, yi.I1.)Kene3nska, 1



	Глоссарий
	Эпидемиология, медико-социальное значение синдрома удлиненного интервала QT
	Клинические варианты СУИQT
	Выявление больных с СУИQT,  алгоритм подтверждения диагноза
	Показания к проведению ХМ у больных с синдромом удлиненного интервала QT [11].

	Выявление СУИQT у новорожденных детей
	Выявление СУИQT у детей с синкопальными состояниями
	Тесты
	Клинические задачи.
	Список литературы.

