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BBEAEHHE

Tonck NpeHKTOPOB BHE3ANHON CEPACHHOIN CMCPTH I OMACHBIX 1A AN3HK
apPUTMHI1 Y JCTCH H Il MOII0I0TO BO3PACTa COXPAHACT CROIO AKTYMILHOCTH W
OCTAETCA OJHOIT N3 OCHOBHBIX 3a4a4 KNHHHUCCKOI AcTCKOH Kapanonoruu. Euge 8
nayate XX Bcka Ob1o orMeucto uto, wurepean QT yauTHNAETCS NpH HCKOTOPBIX
KIMHHYCCKHN COCTOSHHAX, CBA3AHHBIX C ONACHBIMI{ HAPYWCHHAMH pHTMaA - NpH
NOAHOIl  ATPHOBCHTPHKYApHOIT  On0Kade, FUNOKATHEMHN, KElyA0YKOBOH
ykcTpacicTonni. B cepeannie XX Beka ObLTH OMFICAHbl OCHOBHBLIE  (hOPMBI
spoxacHHoro cuuapozma yaminennoro nnrepsana QT (CYH QT): CYH QT - ¢
rnyxotoit (Jervel-Lange-Nielsen) n 6e3 rayxorsl (Romano-Ward), kpome
BPOKICHHRIX  (OPM  BBISBICHO MHOXCCTBO BTOPHYHBLIX, MPHOOPCTEHHBIX
clHApoMOB yannHcHus HuTepsana QT. YcranossicHO 4TO, BHYTPH paHee €AMHBIX
dopM HAcneACTBEHHOrO CHHAPOMA BLIABNACTCA MHOXKECTBO TEHETHYECKHX
BApHAHTOB, HMCIOIHX Pa3iHYHbII MCXAHH3M PasBHTHA H KIHHHYECKYIO KapTHHY.
UssectHo yTo. HMHTepBan QT Ha 3KID oTpaskaeT npoaomkHTENbHOCTb 0OMIEH
3NCKTPHYCCKOH aKTHBHOCTH, a €ro YMIHHCHHC — 3aMCIJIEHHYI0 H aCHHXPOHHYIO
pEeNoNAPH3ALMID MHOKApAa ®keayaouxkos. Ha ¢)oHe yBEnHYEHHA AIHUTEIBHOCTH
nHTepBana QT MOTyT BO3HHMKATL MApOKCH3MBI KENYNOYKOBOH TaxHKapAWM THNA
IMHPYIT», KOTOPbIE TPRHCQOPMHPYIOTCA B (HOPWLIALHIO KCJ1YI04KOB.

OTHOCHTENBHO HEJABHO B KApIWMOJIOTHI BbIAEMIACL IPyTNa 3a00aeBaHHIl
WHIH  KIHHIKO-)JIEKTPOKADAMOIPaHUECKHX  CHHIAPOMOB, COMPSXKEHHBIX C
BBICOKHM PHCKOM pPa3BHTHA OMacCHBIX 1A XH3HK apuTamuid ¥ BC y nuu Monoaoro
Bo3pacTa. K Hum otHocatcs CYH QT, cuuapom koporkoro unTepsana QT (CKH
QT), cunapom bpyraga, katexonaMHHEPIHYCCKHE MOTUMOPOHRIE KETYN0YKOBbIE
TaxMKapAHH MW apMTMOreHHas JAMCIUIa3HA npaBoro Xeayaouka. Bce a3t
3200JICBaHHA ceroiHA 00beAHHEHb! B NMOHATHE «KAHAIOMATHHY, TaK KK B OCHOBE

HX NATOTCHC3a JICKHT MOJICKYNIAPHO-TCHETHYCCKHUC dHOMAJTHH PEryIAUHH HOHHBIX

KaHa.,10B Kap,JHOMHOUHTOB.



Pacnpoctpanernocts CYH QT nmo nannbM sncxTpoxapanorpadun (JKI)
shiBRseTcs ¢ sacroroi 1:300000 HosopoXaetHelX, y 0,.8% aereill ¢ Bpoxaennoi;
rayxoToi it 'y 36% 2eTcil ¢ CHHKOMATBHBIMH - COCTOSHHAMM.

YacTo KAHHHYCCKOC 3HAYCHME HMEET HE CTONBKO MPOJAOIIKHTEIBLHOCTE
uurcpsata QT. CKONBKO €ro Ppeakulii Ha I3MEHEHIE 4YacTOTbl CepICYHBIX
coxpamennii (HCC).

CornacHO  NCCNENOBAHMAM  [MOCHEAHHX JIET KpPOME  BPOXICHHBIX
racaeacTeeHHBX Gopm CYHU QT moryT umers MecTo H npnoOpeTenHbie hopmpl
3a0oneBaHns, 00yCaoBIEHABIE OOMBIMHM KOIHYECTBOM pa3HO00Pa3HLIX (akTopos.
JIaHHBIT CHRIPOM MOJXKET BhIABJATHCA:
mpn 3adosnesanuax [HC; npu MMOKapmiTax, KapauoMIOMaTIAX, npojance
MHTPATLHOIO KJTanaHa; MpPH BBRIPAKEHHBIX 3IJIEKTPOJIHTHBLIX  HAPYUICHHAX
(FHMOKA/IHEMHH, THIIO MarHHEMHH M THOOKIHIHEMHH); KaK CIACACTBHE
MPOApHTMOrEHHBIX aHTHAPHTMIYECKIX MPEnapaToB; MpH BPOXKACHHBIX MOpPOKax
cepada H T.A.

[1ponoDKHATENBHOCTD INEKTPHYECKOH CHCTOJB] JKETYAO4KOB HMEET BAXKHOC
KIHEHYECKOE 3HAYEHME, MOCKOMAbKY IATONOIHYECKOC YMIMHCHHMEC H YKOPO4YEHHE
3;ICKTPHYECKOH CHCTONBI RENYAOYKOB MOXET OBITH OIHHM H3 MapKepoB
NOABICHHA XKHU3IHEYTPOXKACMBIX apHTMHMIA.

Hccneaosanus o Bo3MOXHOCTH BbiaBieHMs yacToThl CYU QT y GonbHbIX
JeTeH C MHOKAPINTAMH H BPOXKIAEHHBIMH MOPOKaMH cep.Iua B Hamel Pecrnyonnku
HEe MPOBOBUTHCE. Bce 3TO oNpenenser akTYanbHOCT: M BaKHYIO NPaKTHYECKYIO
3HATHMOCTL HCCNEA0BAHHH, HANMPABIEHHEIX Ha H3Y4YeHHE BOMPOCOB, KacatoWHeCs
OCOOCHHOCTeHl JNEKTPHYECKOoii CHCTONHl Y 3A0POBBLIX J€Teil H OOMBHEIX C

CHHIPOMOM yUlHHEHHOro MHTepsana QT npu MHOKAapIMTaxX M He3apalneHHH

MCAGRETYI09KOBOH NEPEropoIKH.



aasa I. OCOBEHHOCTH SJIEKTPHUECKOH CHCTOJIbL Y
3/1I0POBBIX JETEH H C CHHAPOMOM YJIJHHEHHOTIO
HHTEPBAJIA QT

1.1 OcobentHOCTH IIEKTPHECKOIT CHCTO/IbI ¥ 310POBLIX JETEH
Hureppan QT (3neKTpHYECKas CHCTOA KEJIYAOYKOB) - BpPEeMA OT Had
komnneckca QRT ao xonua 3ybua T [6,32). Tak Kak ITOT MOKas3aTenb OTPAKACT

mpolecchl  Acnonapu3auii - i pcnoispu3alittd  MHORapiAd, Cro  Ha3bIBAKOT

IneKTpiueckoii cucronoii cepaua. Hutepsan QT 3asucuT OT nona, BO3pacTa,
YACTOTBI CEPACHHOTO PHTMA. Y jleTeii MpoAoIDKHTCIIBHOCTE HHTepBata QT MeHblue,
yeM y  B3pocabix. HanOonee  BawnbIM - (QAKTOpOM,  OMPEAIATOMIHM
npopomkuTensHocTs  mMHTepBatla QT asaserca  HYCC, 3aBHCHMOCTB  HOCHT
HenHHENHbIT B oOpaTHO NpoNOpPUHOHWIbHBIT XapakTcp. IIpoaOKHTCIBHOCTE
IERTPHUYECKOH cHcToAbl JxkenyaoukoB (na OKIT wmurepsan QT) mmeer BaxkmHoe
KIHIHYECKOE 3HAYCHHE, MOCKOLKY MaTOJOrHYCCKOE YMIHHCHHE HAH YKOpOYCHHE
3NICKTPHYCCKOIT CHCTONBI KCNYIOUYKOB MOMKCT ObITh OJHHM H3 MAapKCpPOB MOABJICHHA
XKH3HEVIpOAacMbIX apuTauil [8,16.17.31,84].

Tak kax anutessHocTs HHTepBana QT 3aBHCHUT OT 4acTOThI CEPACHHOrO
pHTMA, €€ OUEHKH JON#HA ObITL KoppHrHposaHa oTHocuTensHo YCC.

Hatepsan QT pexomeHIyeTcs OUEHHBATL HAa CHHYCOBOM PHTME MpH
cradunsHoii YCC, (B OTCYTCTBHE BblpaKEHHOH CHHYcoBoH apuTmuH) 80 [I
CTAaHIAPTHOM HJIH TPYIHBIX OTBeAeHHAX. Boana U U3 H3Mepenus, Kak mpaBuio,
nekmovaercs [17,82].

B Hopaie nuTtepsan QT waxoautcs B npeaenax ot 350 no 440 mc. C yyerom
BLICOKOH  Koppemsaumu Mexny uurepsanramu QT u RR  npeanoxkeHa
cTaHAapTH3auHA HiH Koppekuus HHTepsana QT no HCC. 3T1o no3ponseT oueHHTs
OTHocHTeNnbHO He3aBHCIMYIO OT YCC npoaomsurensHocTh HHTepBama QT
[3.6.17,19,25,32]. CyumectByer  HeckolnbkO  GOpPMYNT  LIA  OLEHKH
KoppHriipoBaHnoro wurepsana QT. DB oreyecTBeHHON mpakTHKE 4aiue
HCNONB3YETCA OLEHKA JOMKHOH 1poJoskMTeNbHOCTH MHTepBala QT no

Tab/muaM, paccunTanHbiM no gopmyne H. Bazett (1920)
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QT = kVRR.

rae k- SMIHPHYECKH HANACHHAR KOHCTAHTA, PaBHAA 114 HOBOPOXAEHHBIX AdeTeii —
0.41, ot 6 Mecsucs a0 7 aer — 0,38, mocae 7 ner - 0,39; y myxumn 0,37, y
scerumd — 0,40 [51]). YamiHeHHeM CYMTAEeTCA NMPEBLINICHUC JOKHOIO 3HAYCHMg

nrrepsana QT Gonee wem wa 0,02-0,05¢. OnHaxo, B KITHHIYECKHX HCCHEA0BAHIAX

JpYyTHX CTPaH TMpH OLEHKE HHTEpBaiTa QT naHnas QopMyna npakTHYeCKH He
jcnons3yercs, e MpHAATA ¢opmyna ana koppuruposanHoro QT (QTc) (H.
Bazett): QTe=QT/ARR
(abconoTHas MPOAOKHTETBHOCTE HKTepBana QT B MinmiicekyHaax. JenctHas na
KOpeHb KBAIpaTHHIN H3 MpeimiecTBYlomero HHTepsara RR B cekyniaax) [17.53].
Jlanras GopMyna TakRe HaseiBacTcs QopMynoii Bazett. Cxoxas ¢ Hell. Tonkko ¢
HCTONKL30BaHHEM KyDuueckoro kopHsa ¢opmyna Fridericia (60)
(QTe= QT/RR'A);
®pamiHreincras poparyna (89)

( QTc=QT+0.154(1-RR));

M. Hodges

( QTc =QT+1.75(HR-60));

P. Rautaharju ( a715 *eHIMH 4 MY»)4HH <15 150 ner:

QTI = (QT(HR+100))/656,

anA MyA9HH ot 15 10 50 ner

QT1 = 100(QT)/((656/1+10,0HR))+0,41€1-25))

(63,84) ¥ MHOKECTBO APYTHX.

[TocrosinAO [TPOBOIATCA HCCIENAOBAHHUA 1A ONPCIACICHHA cpasmrrenbuoﬁ

AMArHOCTHROH UEHHOCTH (opMyNn B CpaBHeHHH. B oTedyecTBEHHOH MpPaKTHKE

OYHKIOHAMBLHOR AHArHOCTHKH M KapAHONOrHH PeKOMEHAOBAJIM HCII0b30BATH

Gopmymel Bazett, Tak H wenwlii PAI IOPYTHX pacYCTHLIX OTEUYECTBEHHLIX H
JPYOCAHBIX  METOAOB  OLEHKH 3JMeKTpHYeckoii cucronsl  (dorenbcoma,
®puaepuana, Jinana, Xerrnuua, AmMaHa 1 T.1.), 0e3 cyliecTBeHHOro pasaeneHus

UERHOCTH HX HCMOIL30BAKRHA., OueBuano. [IPHMCpHasn PAaBHO3HAYHOCTL pPa3/IHYHLIX



MATCMATHUCCKHX NMOAXOI0B 1IPHBEIA K TOMY, UTO B 1OC/IC/AYIOUIEM INPAKTHUCCKI
BO BCCX OTeuyccTBEHHLIX pyvkosoacTBax no IJKIT kak ocHoBHaA 3aKkpenmniack
¢opmyna Bazett.

Mo ;1aHHBIM JINTEPATYphi CRCICHHH O 1I0JI0BO3PACTHONH AMHAMMKE H
ANMHTAX  HOPMATHHBIX  H3McHcHuil nwrepsana QT, ocodewno y aercit #
MOJAPOCTKOB, CIAHHHYHBI, YTO CYUICCTBCHHO 3aTpYAQHACT DAHHCC  BbLIABJICHHC
60MBHBIX C BBLICOKHM PHCKOM BHE3ANMHOI CMEPTIE Il MPOAPHTMOrEHHOro AeHCTBHA
NeKapCTREHIBIX MPENAPATOB y NaueHToB [25].

C ueablo moaydcHHs AOCTOBCPHBIX MaHHBIX H MOJHOTO NPEACTABICHHA O
BO3PACTHBIX KoseOannax spemeHtbix napamerpos OKI, anannza nx cesasm ¢
hHINOMOTHYCCKIMI H3MCHCHHAMI M ONPCAC/CHHA HOPMATHBHBIX NOKa3aTeiek
DKT y aeteii (Poccuiickoit ®enepainm B 2003-2008 rr.). H3yueHbl BpeMeHHbIE
napamerpsl OKIT B penpescutatHBHOI Ans geTckoro HacedeHHsa PoccHHCKOM
¢enepauiti BoiGopke 13 5387 npakTitieckit 310possix aereii ot 0 1o 18 ner [26].
ABTOpPaMH BbIABIECHO 4TO, NMPOJAOIAKHTEILHOCTD HHTecpBana QT yBenuunsactes
YBETMYECHHEM BO3pacTa H MHHHMANbHA Y AETEl HAa MepBOM roay KM3HHU. BApbHPYA
or 200 no 328 mc. Ilocic roza HiIDKHHME M BepxHHe rpaHHusl uHTepBaia QT
MOCTENEHHO MNOBBIMAKTCA M AOCTHIAIOT MAaKCUMyMa K Bo3pacTy 6-8 ger.
coctaBnan 290 yc n 400 nc cooTBeTCTBEHHO. Y geTeit crapuie § feT BepxHife H
HHKHIIE TPAaHHLbI MPAKTHYECKH HE MEHAIOTCA. JJucnepcua Mexay MHHHMATLHON H
MAaKCHMAIbHOH MPONOIKHTENbHOCTEI0 HHTepBana QT npakTH4YeckH BO Beex
BO3PAacTHRIX Tpymmax cocTaBasder B cpeaded 100 mc. Ilpn 3TtoM HanOoasmnii
paszopoc (128 MC) oTMedeH y A€TeH NEpBLIX 7 AHEH KH3HH, 2 HAUMEHbLWHI (80MC)
— v aeTelt ot 2 10 3 JieT.

[lonynaunonuete uccnenosanus IKI y nereii u noapocTKoB B Auteparype
eAUHHYHBL. Jlo HacToAwWlero BPEMEHH KIACCHYECKON cuiTaeTcs padora A.
Davignon (1980), kotopbril onpegemul aianasol HopMaibHBIX 3Hadenuit KT Ha
OCHOBaHHH 1TaHHbIXx y 2141 pedenka B Bospacte ot 0 a0 16 ner. Hamndosee

3HAUIMDIMIT TTOCAERYIONIIAMH HADNIOACHHAMH sBnfioTca padotul P. Macfarlane i



coanT. (1989). B KOTOPhIX NPEACTABJICHI IaHHbIC 00cnenoBaHita 1780 nereit. 1 p.
Rijnbeck 1 coasr. (2001). HccncaoBasWHX IKI' 1912 nereii (26,56,70,85).
COnOCTAaBICHHE AAHHRIX HCCICGAOBAHMA C pE3YNbTATaMH, MONYUCHHBIMH A
Davignon NpH OOCHCHOBAHME IACTCH, POXACHHBIX B 60-70 romel XX Beka,
MO3BOVIHAO BHISBHTH CYUIECTBEHHBIC H3MEHEHHA, NMPOM3OIIECAUINE B Q1aNa3oke
nopmanbHulx 3HaueHHH OKI y nered H MOApOCTKOB 3a nocneaune 30 ner
[26,56.70].

B nccnezosamni H. Leistner i coaBt. (67) Bepxminii mimut QTc vy neveii a
Bo3pacTe Imec cocTaBil 453 MC, B 2 Mec — 468 mc, B 3 Mec - 470 Mc. B 4 Mec —
468 mc. B uenoM 3Ta dHHAMHKA COOTBETCTBYET BO3PACTHBIM H3IMCEHCHHAM
iuTcpsana QT B Tewerue 1-roma Xu3Hu u B Hcenenosauity P, Riynbeek 1t coanr.
[85). Bumecte ¢ Tem P. Schwarts n coast. (90) y nereii nepseIX aHeil Xkii3HH
onpeaensAior BepXHuH IUMHT QTc¢ Tonsko Ha yposHe 440 Mmc.

Cosmectro ¢ Jlpo3nosoii A.M. m Maxkaposeim JI.M. Owein pewen psn
MaTeMaTHYeCKHX 33j1a¥ OlieHKH U A3McpeHna uaTepBaa QT. C 3toii nensio y 250
3]0POBLIX JCTEH NPOBEACHHI CPaBHMTEAbHbBIC M3MEpeHMs alCcoMOTHOro M
KoppirxpoBadBoro QT ans cpeanero, MakCHManpHOro M MHHHManbHOro RR B
VCIOBHAX CHHYCOBOH apMTMHH. BapraOelbHOCT, pa3HHUBI  abCOMIOTHOrO
3Bayens QT npu MHHEMMaNbHOM H MakcHMambHOM RR MHTepBasie 0 HX JaHHBIM
coctabun 8=14,3 mc, a QTc - 46,3+£32,2 mc (2006). Bo Bcex cnyudasx npH
sHaverisix QTc Donee 460 Mc, MOMYYEHHBIX MPH pacyere rocjie MHHHMATLHBIX
RR igTepsanos. Ha cpeaHux 3HaqeHMax RR y a1ix nerteii He 6ut0 BhiABNeHO QTC
Oosee 450 mc, a mpn QTc320 Mc, monydeHHOM mpH pacuyere Mocie
MarCiMaTbHEIX 3Ha9eHHH RR. QTc 6w11 »350 Mc npn cpennmx 3nagennsx RR
[17.20].

Ans ouenkn umrepsana QT y nereit u mogpoctkos 0-17 feT B paMKax
Beepoceuiickoii ancnancepusamms Grum BbIOpaHLl 2000 gmeteii cnaBAHCKON M

OYPATCKOl HauKMOHANLAOCTH, W ABTOpPaMif CTaTh¥ ObIIM OTMEYCHBl 3IHAUCHHA

HKTepBala 0
o QTc Gonee 440 mc B Bo3pacTte no l-roga xi3uu. Gonee BbICOKNE
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3HaucHis QTc ObUIH MOAYUCHBI TAKXKC [UIR ACBYUICK 110 CPABHCHHIO C IOHOIIAMM.
70 NOATBCPHIAACT HIBCCTHBIE JAHHBIC O NPAMOM BANAHIN MOJOBLIX Pad/liuui B
HCIPOIHIOKPHHHOIT PCrYNALMM HA BenHunHy MHTCpRana QT, onpeiensioutie cro
GONBIIVIO NPOIOIKHTCIBHOCTD Y XKCHIUIH [20.52].

EcTs JaHuBIC 00 JTHHYCCKNX pazmiuuax umrepana QTc y Ocnbix
aMCPHKAHUCB MO CPABHEHHIO € apoaMCPHKAHIIAMH H kuTaiiuamu [54]. Oanako
NONyYeHHblE PE3YMbTATHI, KAk MPaBHao. HE HMENH CTAaTHCTHYECKI 3HAUHMBIX
pazTHUIi.

Hanmenunsocts wntepsata QT Bo BpeMs  (I3HHCCKOH  Harpy3ke (<PH)
CIVKHT B@KHEIM T10KA3aTEACM  AMHAMIKH PENOJAPH3AUHN W DNEKTPH4YECKOH
ctabuawHocTi Mitokapaa (18],

Peakiita nuTepsana QT u HekoTOPBIX ero MpoH3BoaHbIX Ha OH n3yuanace
MHoruMH astopamit (37,100,101). 3ti padoTbl npeHMYyUIECTBEHHO KacaloTcA
OonbHbIXx co ckpuithiM CYHM QT mnn npi nogo3pexitit Ha Hero. Bseaexo
HECKOJILKO HOBBIX Moka3zartenci auHamMuky QT ua Harpysky [41,57,104], oanako
YEeTKHX aJrOPHTMOB OLCHKH H HOPMAaTHMBHBIX KPUTCPHCB 3THX MNOKalaTcieH Ha
no3uposaHHyto OH 1o HacTosauiero BpeMeHH Her.

C uenvio onpelenenis (PpU3IHONOMHYECKHX JHMHTOB HHTepBana QT u ero
npon3BoaHbIX 3HaueHHH J1.M. MaxkapoBbiM H coaBT. npu uccineaosanun 100
310pOBbIX ACTEH H MOAPOCTKOB ObUIO BLIABJIEHO, 4TO MNMpH Ao3uposanHoi OH
TpaauuioHHas ¢opmyna Bazett Gonee anexsatHa, yem dopmyna ®puacpucua,
NpH JTOM, pa3HHUId MEARIY MAKCHMAILHBIMH M MHHHMANBHBIMH 3HAYCHUANII HE
mpesbimaer S0Mc. IIpononmxkurensHocts uHTepBana QTc Ha doxe Harpysku He
npesbinana 450 MC y 310poBeIX ManbyHKOB H 460 mMc y aesoyek. TTonydeHnsie
Aannble mHTepBana QTc Ha makcHmyme Harpyskit (406+17 Mc) conocTaBMMBI C
aanueivMl G. Dong-Sheng u coast. - 39527 wmc [18,57]. Oanako mpoGsemoi
ABJIAETCA TO, YTO OTCYTCTBYIOT CTaHAapTHBIE NMPOTOKLILI OLEeHKH WHTepBana QT
Ha ¢oHe npoOsl ¢ ®H, 1 3To 3aTpyaHAET cpaBHEHHE PE3YALTATOB PA3NHUHBIX

nccnengosanuil. Hazo ormernms. uTOo ans NPpAKTIIRN OCOOEHHO BakKeH aAHAIH3
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inMeHuiBocTH nuTepeaia QT npi XITEpOBCKOM MOHHTOPHPOBaHHEe (XM). Srtot
QIELTH3 NO3BOJAET BHIABHTL AMHAMMMECKHC HIMEHCHHA MHTepBana QT, shiapyyy
KIHHHYCCKH 3HAYHMBIC HapYIICHHA PEMONAPH3ALHH NIPH MOTPAHHYHBIX 3HAYeHM
nrepeaia QT, MPOBECTH KOMIUICKCHRIM QHA/IM3 PHTMA B COYCTAHHE C Apyring,
NPOTHOCTHYECKIMI  MAapKepaMK  piiTMa  CEpaua — apuTMHAMH  cepama,
BapHabenbHOCTBIO pHTMa cepaua M ap. [15,21,22). Jina musyucwus mapamerpog
QT-aiHaMIRH Y 370POBBIX JAETEH H MOAPOCTKOB JL.M. Makapos 1 coaBT. nposeny
cyrouroe XM 26 neram. HopmaneHeinm 1nia  imTepBana QT mpn XM,
i3MepenHoro mpi MitHRManbHoH YCC, asngiorca ero 3naveHus ot 500 nc (Makce.)
10 390 mc (M) [22].

Takinm 0Opa3oM, ANTEPaTYPHBIE HCTOYHHKH CBHACTENLCTBYIOT O TOM 4TO, B
negnatpii B3aimooTHomeHAs QT u HCC y npereit crapmie 1 wec ki3um
MPAKTHYECKH HE HCCIEAOBATHCE. 3TO CBA3aHO C HEAOCTATOYHOH CTaTHCTHYCCKOI
MOIMHOCTEIO 3j1eKTpOKapAHOrpadHYeckHX HCCNEAOBARNIT Y 3R0POBBIX JeTell,
OCOOCHHO C HEIOCTAaTOMHOH MPEACTAaBACHHOCTBIO B HMCIOUIHXCA JaHHBIX
HEKOTOPhHIX BO3pacTHBIX KAaTErOpHH, YTO HE [MO3BO/LUIO B TMOJHOH Mepe
HCCII€0BaTh 3aKOHOMEPHOCTH M3MEHeHnAa HHrepBana QT y 310poBbLIX AETEH ¢
VBeIH9eHHEeM BO3PacTa.

Ho HacTosmero BpeMEHH B MHETCKOH KapIHOIOrHYecKOi MpPaKTHKE B
OCHOBHOM MPHMEHANHCh KPHTCPHH HOPMAIbHBIX M NATOJOrMYECKHX 3HAYEHHWH
QT. paspadoransnie an4 B3pocisix no hopmyne Bazett.

Y 1eTeld B nNeIHaTpPHYECKOR NMpaKTHKE HCCleqoBaHiA HadaTsl mocie 2000
r013, HO B OTCYECTBEHHOM MPAKTHKE H3Y4Yaloch B HeOONLWIOM KOJIHYECTBE.
Ioatoyy, onpeaeneAue neanaTpHYecKuX HOPMaTHBHLIX 3HayeHuii uaTepsaia QT
OYIeT cnocobCTBOBAaTh YNYHINEHHIO AMArHOCTMKM, YTO OCOGCHHO BAXKHO B

CTYH9asX «TI0pOrOBKIX» OTKIOHEHHH B MPOAOIKHTCILHOCTH ITOTO HHTCPBANA.
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1.2 Cunaposm yvaauuennoro nurepsaa QT y aete.

OTHOCHTC/IBHO HEAABHO B KapAWOAOTHH BLIACAHAACH rpynna 3adoachaniit
WIUTH  KJIHHHKO-YICKTPOKAPAHOTrpadHUCCKHX  CHHIPOMOR,  COMPAKRCHHAIX €
BBICOKHM PHCKOM Pa3BHTHA OMACHBIX JNA KH3HH APHTMHH H BHC3ANMHOM CMCPTH
(BC) y nuu Momoaoro BO3pacTa. K HItM OTHOCATCA CHHIPOM YATHHCHHOIO
parepsana QT (CVH QT). cuuapom xopoTkoro HHTCpBana QT (CKH QT),
cuuaponM Bpyraja. KarexonaMiHEpriueckHe TMONNMOPQHBIE KelyI0YKOoBLIE
TAXHKapP; M 11 apiTMOTCHHAA  ANCIUIA3HA  NpaBoro kenyaodka. Bee ot
3200/1CBaiA CErOHA 00BCAMHCHBL] B MOHATHC «KAHAIOMATHHY, TaK Kak B OCHOBE
HX MaToreHe3a JIEKHT MONCKYNAPIO-TreHeTHYECKHE aHOMAINH PeryiauHl HOHHBIX
KaHa10B KapaHomuounTos [6,17,43].

B TeueHne noCAeAHUX ABYX MAECATIUIETHIl 3HAUHTENbHBIH Tporpecc B
MOHHMAHHH 3JCKTPOPH3IHONOrHYECKHX OCHOB BHC3anHOH apHTMHYCCKOM CMEpTH
BO MHOTOM Obl1 0OycnoBieH lHTeHCHBHRIMH Hccnedosaunanmy CYHW QT, npn
KOTOpoM MMeeTcs Bbhicokui pick BCC Beneacteye pa3BHTHA YTPOXKAIOIUNX KH3HH
KENYJOYKOBBIX apHTMHH. JIaHHLIA CHHOPOM OTHOCHTCA K MEpPBUUYHBIM
3neKkTpHueckuM 3aboneBaHiaM cepaua [42] M XapakTepH3yeTca YIUIHHCHHEM
uHtepBana QT nHa DKI mokos, npucTynamyt MOTepH CO3HAHHA BCIEICTBHE
nonuMopdHoii KT, Taxyukapauu THia «nupy3T™ WIH QHOpPHANALMH Keny104KoB
[55]. C moreHTa OTKPRITHA CHHIPOMA 40 HACTOALIErO BPEMEHH 3TO 3aboneBaHHe
CAYKHT  YHHKQIbHOM MOIENb 1A H3y4eHHUA NaToQHU3IHOIOMHH,
JNEKTPOKapIHOrpaPHIeCKHX IPOSBICHHHA, MOJIEKYNIAPHO-TCHETHYCCKHUX
MCXaHM3MOB, a Takke (AKTOPOB pPHCKA BHC3aNMHOH apHTMHYECKOH CMEpTH.
HMnenno nccnegosaniss CYH QT no3soanai nonsTs MEXaHH3MBl TAK Ha3bIBAEMBIX
NEPBHYHBIX  JIEKTPHYECKHX  3aDoneBaHMi  cepala, MWIH  KaHanonaTui,
nposasasoWHXca 3nokavyecTBeHHbIMH HPC ¢ Bricokin puckom BCC B otcyTerBHe
OpPraHH4YeCcKHX H3MEHEHHH CEpPACYHO-COCYAUCTON cHcTeMbl. B ocHOBe 3THX
3aDoneBaHuii nexkaT MyTaUMH B TEHAX, OTBETCTBCHHBLIX MNPEHMYIIECTBEHHO 33

HapyuieHie QyHKIHIT HOHHBIX KaHAIOB.



Co3a3HBl ) NUCTOSHHO BCAYTCA MEORNYHAPOIHLIC N JIOKUILHBIC perncrpy
CAYYacB 33001CBANNS [71]. BuicoKHit pHCK BHE3aNHOW cepacqHOl CMCPTH y
GOABHARIX C HACAEACTBCHHBIM CHHIAPOMOM YMUIHHEHHOro uHTepBana QT (B oy
QHCC W MPH NAaTEHTHOM TSHEHHH) JMKTYET HEOOXOAMMOCTh rny6oKoro M3yuenyg
JAAHHOMO CHHIPOMA.

AKTVATLHRIMH OCTalOTCA: pa3paboTka Oomee 3¢ ekTHBHLIX MeTonos
KTITHIYECKIIX i 37eKTPORapAHOrpapMYecKHX KpHTEPHEB XHArHOCTHKH MaHHOro
CHHIPOMA MpH Naronoriil CEPACIHO-COCYAHCTON CHCTEMbI, COOTBETCTBYIOLIas
KOPPEKLMR 1 TepamiiAn OCHOBHOrO 3aboneBaHus.

CHEIPOM BBIBIAEICA B EBPONEHCKOH H aMEPHKAHCKON MONyNAuMax c
gqacroroit 10 1:2500—1:7000 mpi nenerpantHoctit 90% [55.79]). Yacrora
scTpesaemocT CYH QT no AaHHEIM HCCNIENOBaHIMIf MOCNEIHIX JIET 10CTATOYHO
BLICOKA2. YCTAHOBJIEHO, 9T0 CHHIPOM PoMaHO-Yopaa BeIABIAETCA B MOMYJIAUNH C
gactotoit 1:10000, a B aerckom Bo3pacte 1:7000. Cimmaponm kepsenna-Jlanre-
Hiunncena oOHapyxuBaercs npuMepHo B 15 pa3 pexe [68]. Ilpu atom
PacpOCTPaHEHBOCTh MOJICKVJIAPHO-TEHETHICCKUX BapHAHTOB CHHIpoMa PoMaHo-
Yopaa pazmmiHa. OnncaHsl ceMbH cO cnopanyyeckHmH caydasmu CYH QT u
O4€Hb HII3KON MEHETPAHTHOCTBIO, CocTaBamiomue okono 25% (LQT4—LQTI12).
bommMMHCTBO MaUHEHTOB C YCTAHOBACHHBIM MOJIEKYJIAPHO-T€HETHYCCKUM
JHArdHo30M OTHOCATCA K MEpBbIM 3 BapMaATaM CHHIApoma, cooTBercTBeHHO LQTI
BouiBAAeTCA B 50—55% camyuaes, LQT2 — 3545%, LQT3 - 5-15% (595).
Cornacuo 1asremM G.R. Fraser, B BeMKoOpHTaHHH 9acTOTa JAHHOTO CHHIPOMA B

nomynsiuny aered 4—10 ner ouenmBaerca B 1,6 na 1 st [92].

CvimecTBeRHO IBMEHNNCEH B3rNAABI Ha 3THOIOTHIO H NAaTOreHes CHHIpOMA
— [CPBOHaYaNbHAA TEOPHA CLEMUIEHHOrO C HONOM HacinenoBaHua (36) ycrynwuia

MECTO MPECTaBNCHHAM O PEHOTHITHYECKOH H reHOTHNHYECKOI pPa3sHoOpOAHOCTH C

IMQQEPEHLUNPOBARALIME  MOXOZaMH K JE€YEHHI0O W MPHHUMINHAIBHO

OoTl
HAAIOUIMMCA TPOrHO30M NPK PasnHaHLIX Gopmax 3aGoneBaHNS [55,91].

14



Bucpesic A. Jervell # F. Lange-Niclsen (64) cooduutin 0 HOpBEKCKOI
cemMbe, B KOTOpoil 4 113 6 ¢Teil cTpaliuii BPOXKACHHOI TYTOYXOCTBIO W HACThIMI
OPHCTYNaMHt NOTCPH CO3HAHHA, NPOBOIUHPYCMBIMH IMOUMAMH HIIH $HIHYCCKOM
Harpy3koil, u e yamucune wntepsata QT wua KT nmokos. B 1963 r. C.
Romano [87] i B 1964 r. O.C. Ward (105) oriicanit cembil, B KOTOPLIX Y UTHHCHHE
pirepsata QT GbI10 BHMABICHO Y OIHOTO M3 POANTENCH I HECKOALKHX NCTEH Oc3
rayxotsl. Brocnenctnig Obi10  NOATBEPXKIACHO CYUECTBOBAHHE 2 dopm -
CHMHAPOMA Jixepsesua-Jlanre-Hunbcena (ayTOCOMHO-pEUECCHBHDIH ™R
nacaerosanus) 1 Pomano-Yopia (ayTocoMHO-I0MHHAHTHRIH THN HACACI0BAHA).
NOJNYYHBIWINX  HA3BANME 10  (GaMIuIH  aBTOPOB, BMepBble HX  OMHCABOINX
[55.64.66.71,74.76,78,88,92,103.105]. HacnencrsenHas npiHpoaa cHHIpoMa ObUla
NOATBEPAIEHA METOIaMI MONEKYNAPHO-TEHETHYECKOrO aHaNH3a TONbKO B HAayane
90-x romoB XX Beka, koraa M. Keating n coasT. BmisBHIH reH KCNQI,
OTBETCTBEHHBIIT 33 pa3BHTHE Ha pacNpOCTPAHEHHOrO MOJIEKYAAPHO-TEHETHYECKOro
BapHaHTa ciHapoma (LQT!1) [63.66).

B nocneaytomem Ovini onpenencHbl 12 reHeTHyeckux BapdanTtoB CYH QT.
3a pasButHe KMHHHYccKHX npossicHHi CYH QT orsercrBeHHB! He MeHee |1
reHoB, MOJYYHBIUHX YHCIOBYIO HYMepaUHIO (BapHaHT) COrnacHO XPOHOJOTHH 11X
otkpbita (LQTI—LQTI12) [78]). Myrtaunu nacHmnduuupyiorcs y 50—70%
OONBHBIX € KAHHHYECKM YCTAHOBJICHHBIM JHarsHosoM [55], 4To npeanosaraer
CYLIECTBOBAHHE M JIPYIHX HEHM3BECTHbIX TMOKAa TICHOB, CBA3AHHBLIX C ITHUM
CHHIPOMOM.

JdaneHeiiuiee H3ydyeHHEe MONEKYISPHO-TEHECTHYECKHX OCHOB CHHIpOMa
HanpaB/IEeHO Ha BLIABJCHHE HOBBIX MYTauHil. onpeaencHHe BKIada TEHOB -
MOIM(HKATOPOB H COYETAHHBIX MYTALMH B [1aTOreHe3 U NporHo3 3adonesanus. 1o
BO3MOKXHOCTH paHHas, JoknHHirdecKas Anardoctika CYH QT neuycuue ¢ yyeronm
MOJIEKYJIAPHO-TE€HETHYECKOrO BapHanTa CHHIPOMA, HHIUBHIYAIBHLIX ()aKTOPOB H
MapKepoB pHCKa no3sonsioT B OonbwiMHCTBE chyvaeB mnpeaorspatirs BCC,

JHAYHTEIILHO NOBLICHTDL NPOJAOIXKHUTEALHOCTL H KAYECTBO KIH3HH 00JNbHBIX.
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B pasBHTHH CHHIpOMA NPIAIOT IHAUCHHC TARKRC XPOHMYCCKOMN BHPYCHOI

pHdeKuny - TPOIHOI K HEPBHOMY annapaTy Cepaua H BETETaTHBHBIM TaHTIHAM,

Cornacko ncencaosanusy H.T. Canomosa (1993) y 20 6onbunix aercii CYU QT

RLISBIICHO, 4TO B GcHOTHNE DONBHBIX HAKAIUIHBACTCA HLA anturcisl Al0, B35 i
Cw4. 3HAYHTCALHO MPCBLILAONINE WX CONCPXKAHHE Yy rpynns! 310poBbIX JHiLL. [To
JaHNBIM  APYTHX QBTOpOB, B (POPMHPOBAHHH MATONOrHHCCKOTO nmpoiecca B
vnokapae mpi CYH QT wrpaer ponmb NEPCHCTHPYIOWAK BHPYCHAR Huderuns B
CembAX GONBRBIX IHHANBIAVYMOB [36]. B KagecTBe HHGEKLMOHHOrO areHTa ocodas
pOTh OTBOJINTCA BHPYCY MPOCTOrO repreca, Ul KOTOPOro XapakTepha TpOmHOCT,
¢ nepenaveil Mo BepTHKANH OT MaTepH AeTaM [43].
B nocaeadie roasl G0NBUIMECTBO HCCIEAOBATENCH CKJIOHAETCA K MHCHUIO,
YTO 3:1eKTpo¢IBHOIOrecKHE MEXaRH3MB] IBYHATPABIEHHOTO HAPYWCHIA PHTMA

npn CYH QT ofycnosneno HapymeHHEM QYHKINfH M PEryNHpOBaHHA KATHCBLIX

KaRa710B, YTO MpPEIPAcMoNaraeT KAETKH K HapymIEHHIO pEnoiApi3alun i1 paHHel

noctacnoasphsammu [17,27,59,86].

Kmnngeckas kaptiHa CYHM QT xapaktepusyerca OOMOPOYHBIMH
COCTOAHHAMH, KOTOpBIE BO3HHKAIOT Yy gereii B Bo3pacTe 2-7 JI€T, HO CPOKH HayaJio
MPHCTYTIOB MOrYT BapbHpPOBaTh OT MNepBOro roma >ku3HU Ao 14-15 ner, 49ro
CBHICTCILCTBVET O BO3MOMKHOCTH JIaTEHTHOTO TedeHus 3aboneBaHusa. KimHuka
CHHApOMa XapaKTEpH3YETCA MOTEpPEH CO3HaHHA, 4aule Bo3HMKalouled Ha Qome
(H39eCKOil AKTHBHOCTH HITH NCHXOIMOLMOHAILHBIX HAMPAXKEHHIA. [IpucTtyn B
OCHOBHOM HacTyTaeT JHEM. [lepea ero BO3HHKHOBEHHEM ACTH CTapOIEro Ro3pacTa
OVINAIOT CEPAUCOHECHHE, TrONOBHYI0 001b, MCHBITBIBAIOT YYBCTBO CTpaxa.
Mpuctyn notepu cosRaHHA  9acTo ODYCJIOBNHBAETCA BO3HHKHOBEHHEM
ACTYJO4YKOBOH TaxMKapiaHM, NEPEXOAANCH B GuOpHLIALMIO  XKenyHM0UYKOB.
[Moteps co3ramma cocrasnser |-2 MHHYTEI, COMpOBOXKIAacTCA CYJOPOraMH
FUIOHHKO-TOHHYCCROTO XapaKTepa, BO3MOXHO HENMpPOH3BOJILHOE MOYeHCNyCKaHHe
M peAe — dedeKalms, MOITOMY TaKMe JETH YacTo Jeqartcs Yy HCBponarosnora o

- .
0BOay 3nmnencun. B oTnwdase or MCTHHHOI AMHIENCHY, Yy AeTeit OTCYTCTBYET
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COHJIIBOCTH NMOCNC MPHCTYIA, OTMEYICTCA OBLICTPOC ROCCTAHOBICHNE COZHAHHA M
opHEHTALHM, HC HAOMOIACTCA HIMCHCHHE AHYHOCTH. Y MATbYKKOB 3a00/1cBaHIIC
nporekact Gonce TAHXETO, ueM y Aesouck [31]. [ToTepa cosHanus auic Bo3HMKacT
B [IYOCPTAaTHOM [ICPHOAC oOb1uHO B BO3pacte |1-14 ner. [lociae noapocrkoBoro
Nepioia YacToTa NPHCTYNOB 3HAYHTCALHO yMCHBIWACTCR [3,4].

OcxoBHasa rianunycckas kapruua npn CYH QT wunuvuyna ana  Beex
BAPHAHTOB — CINKOME HJH BHE3aNHas CcMEPThb Ha (¢one KeayIo4KOoBOil
Taxukapanu. Oanako HekoTopble Monekyaspio-renernueckie sapuantsl CYU QT
HMCIOT  JOMONHHTEAbHBIC  cneundiueckHe ocobennoct. Tak ©onbHBIE €O
ayTOCOMHO-AOMHHAHTHBLIM BApHAHTOM yalle HMEIOT CHHKONAIbHbLIE COCTOANNSA Ha
¢oHC 3BYKOBOTO pasapaxirens (OyannbHNK, 3BOHOK, pe3kuii 3ByK W T.A.), NpH
MEPBOM TEHETHYECKOM BAPHAHTE XapaKTEPHBl CTPECC-HHAYUHpYEMhle CHHKOME
(pu3nycckas HIH  3MOUHOHANLHAA  Harpy3ka), npH 3  BapHaHTe -—
XKI3HEYTPOKAILLHE COCTOAHUA YacTO BO3HIKAOT HOYbIO, Ha ¢oHe OpaaHKapIm
Wiy nay3 purMma [17].

JAnsa OonbHBIX C TeHETHYECKH OOycnoBicHHLIMM BapvaHTamd CYHU QT
XapaKTepHbl pAd CNEUHPHYECKHX (JCHOTHNMHISCKHX M KIMHHYECKHX NPH3HAKOB:
MHKPOTHOTHA, HH3KO pachojloAeHHbIE YW, THNEPTENOpH3M B COYETaHHE C
NCPHOIHUECKHMH THIIOKUTHEMHYECKHMH napanvyamu (CHHIpome AHIEPCOHA) H
ayTH3M, CHHIAKTHINA, IUHPOKAas IIEPEHOCHUE, HH3KOMOCaXKE€HHbIE YK (IpH
cuHapome Tumorn 8) [17,50,93].

A. Moss H C0aBT. BrniepBble MPEANONOKIIH, YTO Mopdonorus BonHel T M
cermenta ST y doneHpix ¢ CYH QT orpaxaror onpeaenenHeli MONEKYAAPHO-
reHEeTHUYEeCKHIl BapHaHT cHHApoMa [72,75].

CornacHo oaHo#t M3 cyuiecTByownx Tteopuit naroreHeza CYVU QT
00Hapy:keHHaA aHHM30TPONHA 3MeKTPodH3IHONOTHYCCKHX MpPOLECCOB B Cepaue

MOXKET ObITH CINCACTBHEM CHUMIIATUYCCKOI'O ancbananca HHHCPBALHH,
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C.B. Tumuyk (38), npn KT obcncaoBaniil TIyXHX ACTCH € pOXICHNA
wkan wirepnartos r. Cavapranaa ByXaphl OTMCTHJ, YTO PacpOCTPAaHCHHOCTS

CYH QT cocrasaser 6,2 %. B cemsax mpobaxnos CYHU QT oGHapyxeHo 80%

CAVNACB, MPEHMYIIECTBERHO Y MATCPCH, YTO CBHACTEIBCTRYCT 00 AyTOCOMHO -

20MUHAHTHOM THNC HAC/ICIOBAHIIA.
OcoGoc BHHMaHHE OOpaTHiH Ha KIWHHYECKOE 3HAYCHHC COCTOANNA CYH

QT npn oCTpoil OCJIOXHEHHON MHEBMOHHK Y gereit panHero Bo3pacta. [lo
qanusn T.T. Typaesa (39), (uccnenosano cocrosnue QT y 120 OONBHBIX) AAKe
NMpH HOPMATHHOK ACATEILHOCTH anexTprdcckoil cicromsl y 27,4 % OonbRBIX
3apeniICTPHPOBAHH HADYIICHHA BPEMEHHBIX COOTHOUICHHH €€ OCHOBHBLIX ¢as3. Y
17.7 % GonbHAIX BRISBNACTCA BTOPHHNMIL CHHApPOM yannHenHoro wHrepsana QT.
Mpit 3ToM B KpoBH OONBHBIX YPOBEHb KaTbINiA, Kamisf, MarHHs OKa3anich B
nmpexenax HOpMAL.

B cayuasx SBHOTO YAIHHERNA HHTepBana QT n xapakTepHOil KITITHITYECKOI]
KapTHHB! 3300;1¢BaHMA, IHArAO3 HC MPEACTABIACT TPYAHOCTEH MpH A1000M MeToAe
pacqdera. OJHO H3 MEPBRIX POCCHHCKAX KIHHHYECKHX OMHCAHMH THIIHYMHOIO
crygad CYH QT npunamnexur Hommimuy B.JI. um coast. [6] B 1982 roay,
NepBLIM O00paTW BHHMaHHE OTCYECTBCHHBIX CNELMAIHCTOB Ha TO. YTO
MHOMOOOpase METOAOB pacyera JO/DRHBIX 3Ha4eHHN HHTepBana QT 3aTpyaHstor
€ro pcaibHYIO OLERKY K « ...BHOCAT IIyTaHHIY B 3TOT Bonpoc» [6,7]. B Mmuposoii
K2pIHOJIOTHA 10 ONPEAENCHHONO0 BPEMEHM, TAKKE NOCTATOYHO PABHOMPABHO
ACII0b30BATHCH Pa3HBIE METOIhI OUEeHKM HMHTepBana QT, omHako c KoHua 50-
F0I0B OCHOBHBIM KITHHIMECKHM CTAHQApTOM CTana OLEHKa KOPPHIHPOBAHHOIO
HTepeala QT-QTc. B 80-x rogax MHpe aKTHBH3HDOBANHCH KIMHHYECKHE
HCC.1€10BaHHA NOCBAMICHHMIE MCCNENOBAHMIO Pa3/IHYHBIX ACNIEKTOB BPOXICHHOIO
CYN QT.

[epBuie perynsprnle HeCneaoBaHHA U UIHTENbHOE Habnoaelue GONbHEBIX C

-
CVH QT Owinu Havaral B Poccum NnEAnaTpaMu B cepeamHe 80-x romosB moj

VKOBO :
pyxosoacteom npog. H.A. Benokors n Takxke 6asuposanich na oG LIENnPHHATHIX



MEAYHAPOIHBIX KPHTCPIAX NarHocTiki i maMepenna QT [22,23,25]. Oauako,
xoraa B 3TOT K€ MCPHON AKTHBHIHPOBAACA MUTCPEC POCCHIACKHX «BIPOCALIX»
KapaAHOJNOroB K npooneme CYH QT Bce pexomennauun no usmcpeumio QT
5a3MpOBAIHCE HA, YKC TPUIMUHOHHOM 13 POCCHHM, BBIMMCICHHH JIOJKHOrO
3HAUCHIA QT no ¢opmync Bazett, 8 To Bpemsa kak HOPMaTIBHBIC N
HArHOCTHYCECKHE KPHTEPHH CYH QT Opanuch H3 uccneoBaHiii, BLINONHEHHBIX
C HCMO/B30BAHIEM BBIYICIEHNA MPHIATOTO MEXIYHAPOAHO KOPPHIIHPOBAHHOIO
untepsana QT - QTc (QTc/\RR) [25.33.45]. 310, Kazanock Obl. HE3HAYHTEILHOE
pacyeTHOC HCCOOTBETCTBHE MOXCT MPHBECTH K CCPLC3HLIM NHATHOCTHYECKHM i
winHHYecKM omwnokaM. Ecny nepecunTats Bce 1Hana3oHbl JO/KEHCTBYIOMIMX
snayennit QT no Qopmync QT=kVRR, c nodaBiacHieM K 3HAYCHHIO QT 0.02¢c ¢
ucnonb3oBaukem dopmynst QTc =QTc/VRR, To abconoTHO Bcera QTc Bceraa
6yner mcHee 440 mc. C apyroif CTOpoHBI, B AHaNa3oHe HH3KHX 3HadeHHit YCC
(Meree 50 yA./MHH) OOMXHblEe 3HAauYeHus uHTepsana QTk OyayT pasHul i
npeBbiiaTh 440 McC, Y4TO TaKKE MOXKET OBITHL OCHOBaHHEM LUIA HCOMNPaBIaHHOI
noctaHoBke auarHosa CYM QT. Hexkoropeie aBTopsl, MpoBoAsA pacyerbl, TakkM
0Opa3oM, 3aperncTpHpoBaIH yanuHeHHe dHTepana QT y 46,9% u3 462 nereii c
pa3lIH4yHON MaToNIOTHEH B NMPH OTCYTCTBHM CKOAb JHOO 3HAUMMEIX Ceplae4HBIX
apHTMHIl M BHE3allHOH CMEPTH B 1daHHOM rpynne. Ha ocHoBahuu cBoero
HCCIEN0BaHHA aBTOPHI AENIAIOT «PEBONIOLUHOHHBIIN» IS MUPOBOW KapIHOJOrHH
BbIBOZA O TOM 4TO, «..3TO cTaBHUT nol comMHeHHe CYU QT. kak npeauxrop
KETYJOYKOBBIX TaxHKapauWi y acteii» [25]. Jpyrnmu asTopamu ynnuHerne QT
0,02 ¢ oT ROMKEHCTBYIOLIETO 3HAYEHHA ObLIO BLIABACHO Y 72% 00cneayeMsix C
MarHHeBOH HENOCTaTOYHOCTBIO, Y 43,9% IWKONLHHKOB C HEHPOCEHCOPHOI
rnyxorol u paxe y 15,8% 3noposruix aereit [45,46]). HekoppekTHoe n3MepeHHE H
KIHHHYCCKas HHTepnpeTauus wu3nmeHeHuil wHTepBana QT Moker npuBecTH K
MHIEPAHArHOCTHKE H HEOMPABJAHHOW TEpaNuUH ¢ OQHOHW CTOPOHbBI, H HEIOOUCHKE

TARECTH cocToAHMA HacToawux OonbHuix ¢ CYU QT, ¢ Ipyroi, 910 MOXKET
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CVIIICC TBCHHO NOBLICHTD PHCK Y HHX mmucyrpox\'a}omux TAXHAPDHTMIMY g

BHCIAMHOW CMCPTHL.

J11% 1IOCTAHOBKK 1HArHO3a B 1985 r. P. Schwartz npeanoXxuwin BbUICIATS

GoabLME M MATLIC KIMHHKO-3N1EKTPOKapAHOrpapHIcCKHe  IHArHOCTHUCCKMe
xpitepin CYH QT, KoTophic ABAAIOTCA OCHOBHBIM CTAHA2PTOM /A IHATHOCTHKN
;aboneearma (93,93). K GonbmiiM KPHTEPHAM OTHECEHbI yUIMHEHHE HHTCpBAa
QT donee 440 mc #a IKI' nokos; cTpecc-HAXYIHPOBaHHbBIC CHHKOME. Cly4aiy
BLIARTEHNA VITHHeHHa uHTepBana QT B cembe. Cpent MaJbiX KpHTepHeB —
BpPOXICRHAR TYXOTa; anbTepHaums 3ybua T; ni3kan YCC u HapylieHHe npouccca
penosLAPH3ALItH MIOKapAa KelyA0dkoB. Tamke CymiecTByer OannbHad cHCTEMa
115 nocraHoskn axarnosa CYU QT, zae mpu Rammyiit CyMMel 0annioB 1 11 McHee
— IMarHO3 ManoseposTeH; npH 2-3 6amnax cpennss sepoatHocTs CYHU QT; mpn
namianie Gonee 4 6aL0B eCTh BBICOKaA BEpOATHOCTh AHarHo3a. CoOTBETCTBEHHO
qpyTiie aBTOpH TAKe pa3BHBAIOT M CcOBEpMIEHCTBYIOT Bompockl IKI
anarnocTuxH CYH QT [43].

Tusmgykom C.B. 6blna pa3spaboraHa OHarHoctHueckas Tabnuua Qs
pacno3sasania CYH QT. BuuaBneno 16 HanbGonece mHPOpMAaTHBHBIX NPH3IHAKOB,
BOMEIMIHX B JRArHOCTHYECKYI0 TabiMIly, MpeJHa3HAuYECHHYIO A% OHArHOCTHKH
CYH QT y rayxux aereit B mikonax-nHrepHartax [38].I1pi Habope cymmer bauios
JarHocTHIecknx ko3¢drunentos (IK) B npexenax moporosslx ypoBHeH or +18
30 +41 daw108 odcaeayeMoro pederka orHocaT k rpymme 6onbHbix CYH QT.
Ecmi cysmva 6annoB mpeBnimiaer Moporo.bii ypoBeHb +41, To HeobOXxoaHMoO
ay™ats 0 cHHApoMe IxepBena-Jlanre-Hunpcena. Ipy cymme 6aos JJK - 11 1
HICKE yKalaHHOe 3abonesanne orcyrcrByror. Ecam cymMma [IK HaxoauTcs mMexay
DOpOroBhIMH YpPOBHAMH Kak -1l u +18, 10 KOHCTaTHPYIOT HeomnpejaesleHHhIH

pe3ymbrar [38).
Ha MpoBEIEHHOM MEAIYHAPOAHBIM XONTepoBcKkoM obmecTsoM (ISHNE) B

>
2004 rony nepeom BceMHpHOM Be6- CHMmosuyme no CYHM QT, oaun w3 nuonepos

THY i . ;
W3YH9CHHA  JaHHoro 3abonesanus Michael Vincent APELTOAKIN  KITHHITKO-
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3ncmpogapnuorpu¢w|ccxuc KpHTCPHH, BLIPADOTUHHLIC HA OCHOBAHMI H3YUCHHSA
cpoeii 6a3bl AaHHBIX oonwhblX. [To danueimM M. Vincent 60% nocirencii rena CVI
QT nmeroT znaucHud QTc mcHee 460 mMc 1 okono 12% - mence 440 mc. K ero

KPHTCPHAM JHATHOCTHKIT OTHOCATCA: QTc bonec 480 mc y wenuwu, QTc once

470 Mc y My»RunH anartos sepoaten, npi QTc 390 mc u mence y Mywumm i 400

MC M MCHCE Y OJKEHIUMH JCKITIOHacT CYH QT. lpu wammuu cHMmToMoB
xapaktephbix Ans CYH QT imit otarotuentioro cemeiinoro anamnesa QTc 450 mc
y MY»XUHH 1 460 MC Y RCHIUNA JENAET AHATHO3 BLICOKO BepoATHbIM [17.21,23).
TakHX HCCACIOBAHHH CPEaH KOHTHHTCHTA ACTCKOrO BO3PACTa NO NHTEPATYPHBIM
JaHHbIM MbI HE HAULIH.

OTcyTCTBHE OYEBHAHOrO YAIHHCHHA MHTepBana QT cuie He Hckmowaer
CYH QT y uneHoB CeMbH MauHeHTa ¢ BEPHPHLIIPOBAHHBIM HArHO30M, TaK KaK

fnoKalaHo, 4YTO 06.\10[)0[\'}{ MOI'yT BO3HIIKaTh Y 4YWIECHOB CEMEH C HOPpMaJILHBIM

nutepsanom QT na IKT mokos [79,80].

BakHBIM JHAarHOCTHYECKHM METOJOM MpH OO0CNCIOBaHMHM NALMEHTOB C
CYH QT sasnserca 24-9acosoe XMOIKI'. B ToM uncne u oa auddepeHunatsHo#
AMArHOCTHKM BTOPHYHOrO yIanuHeHnus HHTepBana QT. [lomumo ouenxu
MpOROLKUTENLHOCTH HHTepBana QT, ero MakCHManbHBIX 3HadeHHHT ¥ adanTalHy
uutepBana QT Kk menaroweiica HCC, ¢ yenbo yTOUHEHMS NpOrHo3a 3a00neBaHMHs
AKTHBHO H3Y4alOTCAd TMOKa3aTeNd BapHaOC/IBHOCTH PUTMA CepAaua, JUCHEpCHA
uuteppana QT, sBapnabensHocTs MHTEpBatoB QT/QTc u ux npoussogHoit QTpeak.
Ouenka Mopgonorud BoiHel T B pa3iIMYHbIE NMEPHOILI CYTOK BakHa C TOUKH
3pCHHA  YTOYHEHHR MOJIEKYNAPHO-TEHETHYECKOr0 BApHaHTa M  BhIABICHHA
aneTepraumi  T-Bonuel [80]. Knacciueckas aneTepHauus BoaHel T - 370
JNEKTPOKapaHorpaduycckuii  QenoMe, XapaKTepHU3YIOIUKH  H3MEHEHHE
MONAPHOCTH W aMIUTHTYAb! BONMHL! T B MOCNCAOBATENLHBIX CCPICHHBIX LMKIAX Ha
CiHycoBoM pHTMe [81]. JlONOAHHTENBLHBEIMH MPH3HAKAMH  3NCKTPHYECKOH
HECTaOIILHOCTH MMOKapaa no  gauHbiM  XMOKIE npu CYU QT cayxat

AGTYNA0YKOBAs IKTOMIYECKan AKTHBHOCTb, yanuuenne uutepsanos QT u QTc
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HCIOCPEACTBCHHO NEpelt ARCTPACHCTONMCH H HAPYLICHHC ajlanTaliy HHTEPBana

QT x UCC [17,21.36].

Poltb TECTOB ¢ HHIHUECKOH HArpy3K
\ ux 3naucHiem s anddepenunanbHOR AMATHOCTHKH. Kak

oi y 6omshbix ¢ CYH QT o0ycnosJeHa

B OQUIBLICH CTENCHI
CAOMOPO CHILTPOMA, TaK H €ro BapHaHTOB. CucTeMaTH3auns JAHHBIX KJIHHHYECKHX

HCCIE10BaHHil TIOKa3aTa, 4TO OONBHBIE C CYH QT ormuyaloTCA HEAACKBATHOI

iametenino, YCC ayuaMAKON NPOAODKUTENBHOCTH HHTEpBATIA QT (QTc) na
done narpysri (37.41.43). Kanuann JLLA. ¥ COaBT. M3y4aTH BAMAHHE MPOOLI ¢
103IPOBAHHON (H3NYECKHI HArpy3KOH Ha @yHRUHIO CHHYCOBOTO y3i1a H
PENOAAPIBALIO ¥ NeTeH C HaCHeACTBEHHBIM CVYH QT [10]. B cBoeil pabote omm
OLECHIUTH BTHAHWE (I3MYECKOl Harpy3KH Ha YacToTy CHHYCOBOrO pifTMa i
COCTOSHIte MpOLIECCa pemonspi3aliin y AETeH ¢ BapHaHTamil CIHHAPOMA LQTI n
LQT2. Haubonee pacnmpocTpareHHas ¢opma ciiapoma - LQT1 -
XapaKTepH3yeTCA ABYMSA BAXKHBLIMIS OCOOEHHOCTAMH, BBISBIAEMEBIMI B XOJI€ TECTA C
Harpy3koii: HeaZexBaTHBIM mpHpoctoM YCC M 3HaYHTCILHBIM YBCIHYCHHEM
unTepsata QTc Ha dore Harpy3kA. [IpH LQT2 rarcke chibken mpupocT YCC no
CPaBHEHIIO C KOHTPONEM, OJHAaK0 coxpameHHe HaTepsana QTc aocTosepHo Oonee
BLIpakeHO. 4YEM B Tpynme KOHTpo/is. BoiaBnNeHHEIE OTMHYHA OT 3J0POBBIX
OCOOCHHO BLRHO YHHTBIBaTh B CJAOXHBIX JHArHOCTHYECKHX CJIy4asX. KOria
pesynsTarel H3MepeHHs HHTepBana QT H oleHKa COCTOAHMA penonspH3aluu B
[IOKOC HOCAT COMHHTC/IbHBIH Xapaktep. YanHHeHne uHrepBana QTc Ha done
Harpy3Kii B 3THX CIy9afX CHYKHT BaXHBIM MHddepeHInaIbHO-IHarHOCTHY eCK M
KpiTepieM [9].

Hacnexcrsennbie  BapHaHThi CHHIpDOMa cleayeT B TMEpBYI0O oOuepelb
IupPepeHUHpPOBATE  OT MNPHOOPETEHHOro, B TOM YHCIC JIeKapCTBEHHO-
HHAYLHPOBAHHOIO  yANHHEHHA  wHTepBana QT [48). K  dakropawm.
fpcipacronaraiomuM K yIHHeHHIo WHTepsana QT. oTHoCATCS CICOYIOLLHE:

1) KomOMHauus IEKAPCTBEHHWIX  TPEnapartos, ACHCTBYIOIIMX Ha  OJHY

MOJIeKY: T
YTAPHYIO MMIIEHb (KanHeBhlii KaHan) B yIIHHSIOUGIX uatepsan QT: 2)
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SKCHCKHI1 T10J1; [TOXRHJION BO3PACT; 3) Hwinume CCPACHHOH HCAOCTATOMHOCTH
(GpaKUHR gpiopoca <40%); 4) 3ncKTpoORNTHBIC HapywWweHns: 5) runokaIneMKs
(TepaniA MHYpPCTHKAMH, CHHIPOM KoHa); 6) runoMarHHeMus («nsrkagy IHThCRAS
pofa; OCTpas HWICMHA MMOKAPAd — CHIDKCHHC akTHBHOCTH Na/K-AT®asu); 7)
CHTOKATHLICMIIS: 8) xpoHHuccKHil ankoromisM; 9) bpaankapaus; uaniuie AB-
gnokaawt 111 creneny;  10)  runmomupeos;  11)  wapymemne  mosrosoro
xponooﬁpamemm H QaBTOHOMHAA HelponatHa. 12) wHapyuwenmne 6enkoBoro
qHTanns, TONOAAHHE, AHETbI ANA CHIDKEHUA Macchl TeNna o HapkoTHYecKie
pelLlecTBA (KOKaHH) [78,87].

CTp)n\'l‘ypllble 3aD0JIeBaHHA Cépald, TakHE Kak mneprO(bna. HIICMHA
mMiloKkapAaa, 4 TAK)K€C CCpACYHHAX HCAOCTATOYHOCTH, HApYHICHHA MeTabomismMa

(auu,[l03. THIMOKANNEMHA, runepkanbunemm), MOIYT TaKkKe COMpOBOXKOAaThLCA

y/UTHHECHHEM HHTEpBAJIa QT na IKI [86,94].
JlonoNMHUTETBHBIM AHATHOCTHYECKHM METOI0M e
manocumoToMubX ciydace CYH QT, no MHCHMIO HEKOTOPBIX CReLManycTos,

MOFYyT SABIATBCA Harpy3ouHble OIKI' TecTbl, npoBouupylouMe nosBIeHME
AMAarHOCTHYECKHX MpU3HaKoB 3aboneBanms [17]. JlaHHBI TecT Hewacto fgaer
MONOXKUTENbHBIE PE3YAbTaThl H  CMNOCODEH  BBUIBAATH MPEUMVIIECTBEHHO
nauucHTOB ¢ reHoTHnom LQT1. B To ke BpeMa MMEHHO HOCHTENHM ITOr0 reHOTHNA
MOABEPraioTCs HauOOMbIIEMY PHCKY BO BpeMA TECTa, T.K. OCHOBHbLIM (DAKTOPOM,
NPOBOLMPYIOLUHMN XKETYAOUKOBbIX aPUTMHUH B ITOH pYNNE OONbHLIX, ABIAECTCS
hu3HYCCKas Harpy3ka, H JaKe MEPBBIH apMTMHYECKHI MH301 MOKET OKa3aThCa
daranbHbIM,

Jleyenne GonbHeIX ¢ cuHkonansHoi ¢opmoit CYU QT 3aknionaercs B
HCKIIIOYCHHHM cCreuMdHUUECKHX 1A KaKAOro naiHdeHTa (¢aKTopoB, KOTOphi€
3AMYCKAIOT YrpoKalomHe KHU3IHKH apHTMHH, HCKIIOUEHHH NPENapaTos, CIIOCOOHLIX
YAnHHATE HHTepBa QT. a Takke B 0083aTeNbHOM UIHTENBHOM (MOXH3IHEHHOM)

HA3HAYEHHM aHTMapHTMHYECKHX NpENapaToB M mpenapatoB markua [46,49]. P.

Schwartz nepsueiM B 1995 r. npemnomkun HazHAYeHHE AHTHAPHTMHYECKOro
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npenapata [B K1acca MERCIICTHHA (Gnoxarop HATPHEBBIX KAHANOB) OOMbHbIM
LQT?3 [94]. TIpenapat ypdextHel iy OONBHBX C CHHIAPOMOM Tunmotu (LQTS),
CoxpaHeHHC OOMOPOKOB  HIH amusonos BCC Ha ¢oHe Tepamuu |3
LIPCHOONORATOPAMI  ARIRETCR abcontotheiM  moxazanuem kK MK Ilpy
UMNJAHTALMH  COBPEMCHHOIO  aHTHAPHTMHYECKOTO YCTpOIICTBA Hapaay c
BYHKLHAMH aeuoOpHNIsTOpa HEPEIKO HCIONIb3YeETCH pyHKLHg
3NeKTPOKAPANOCTHMYALMHA, YTO MO3BOJNIAET H3bExaTh BEIpaXKEHHOIT Opaaikapaim
v GOTBHBIX ¢ OpagiRaBHCHMBIMII apHTMHAMH [12,58,61]. B 1971 r. A. Moss
BNCPBBIC NPHMEAW] JIEBOCTOPOHHIOID CHMIMATIKTOMHIO Y 00JBHOTO €O
3M0KAYECTBEHHBIM, PE3UCTEHTHBIM K JIEKApCTBEHHOH Tepanii TEYeHHEM CYH QT
[74.97].

Cie10BaTeltbHO, HCCNIEOBAHNUE CYH QT y aeteit c
KapIiOpeBMAaTONOrHYIECKOH MNaTONOrHEH ABJIACTCA aKTyalbHBIM, MOTOMY 4TO
HealleKBaTHas IWHTEPOpETALMSA AHArHOCTHYECKIX PE3YbTaTOB MOXET MPHBECTH K
CYIICCTBCAHMM HEraTHBHBIM KIRHHYCCKHM MMOCHENCTBHAM. MPOMYCKY PeanbHBIX
32001€BaHNH WM THOepAHarHoctuxe. IloToMy 9T0, OOHOH M3 4YacCThIX MPHYHH
Pa3sBHTHA THAREABIX JKEAYHNOYKOBRIX HApYImIEHHH pHTMa SABIACTCA CHHIPOM
vimHedHoro nHTepBala QT. Kak BpoxaeHHble, Tak H NpHOOpeTEHHbIE ero
@QOpMEI CBS3aHBI C HAapYIIEHHEM MOJEKY/ISAPHBIX MEXAHH3MOB 3JJIEKTPHUYECKOM
aKTHBHOCTH B MEMOpaHe KIeTOK MHOKapaa. HeobxomMo paccMoTpeTh OCHOBHBIE

dCNIEKThl 1HArROCTHKH, JNICYCHHA H ﬂpOdJPUIal\THKH CHHIIpOMA YAJIHHEHHOIO

nuTepBata QT, akTyansHEble B MpakTideckod pabore MeaHaTpa u KapIHONOra.

1.3. Canapoym yr1HRERHOro RETepBana QT NPpH MHOK2pIHTAaX y ACTeH.

Muoxapaur, cornacho knaccudukaunn BO3, oTHockTea K creuHpUYECKHM

330 i
DOJICBaHMAM  cepAeqHOI] MBIIULBLI € YCTaHOBNCHHOIH 3THONOTHEH,

X3apaKTepH3 7 ¥
PAKTEpH3yeTCA BOCNAIHTENLHOH HMHQMIbLTPaUKeii MHOKapaa ¢ (ubpo3om,

HEKPO30:
po3oM w/wn nereHepaumelil MHOUMTOB. B CBA3YU c TEM, 9TO BOCNAJINTEILHbIH

fponecc eTefl. K
Y ZeTefi. Kak Npasmwio, He OTPaHHYHBAETCA TONLKO MHOKApJ(OM. a

24



pAacnpOCTPAHAETCA  HA  LICPHKAPL M IHIOKapA, H.A.benokouk  nipemnaraer
jicnonb30BaTh TepMud "Kapant”. Tak, no aauneim pesynstatos 1420 BekpuiTiil
nereit ot 8 auell 1o 16 neT HepeBMATHUCCKHMI KapauT obdHapyxcH B 6,8%, B T0
ppeMa Kak Ha 3712 BCRpuITHH B3pocaeix - 4 % [47]). HauGonbimas
pacMpOCTPAHCHHOCTE TAKCABIX GopM KapaHTOB OTMEYacTCsa y JeTeil MEepBLIX JCT
scn3un. Tak, cpean aerci, ymepisix B Bospacte Ao 10 Mecsues, BocnaauTebibie
3MeHenHs oonapywensl y 9% cmaywaes. Hanbonwuniii npoueHT KapifroB
oTMeveH cpeait nerei ymepwnx sHesanno. [lo aanueim R. Friedmana, cpeamn
BHE3AMHO YMCPWIHX Aerel B Bodpacte or | mecaua go 17 ner B 17% cnyvacs
AHarHoCTHPOBAH MHOKapIHT. Tunnunoii i) b MHOKapAUTOB
3/ICKTPOKapAHOrpaH4eCKoil KapTHHbI HE CYIECTBYCT, OJHAaKO OMHCaH PAX
NPH3HAKOB, KOTOPhIE B COYETaHHH €  AAHHBIMH  KIHHHYECKOrO M
HIICTPYMEHTAILHOI0 00C/Ie0BAaHHA MOTYT OKa3aTbCA MONE3HBLIMH B JQHAarHOCTHKE
zabonesanis.

- BonbTax KoMiUiekca QRS. Bce kpHBbie npit npoBeacHUH IneKTpokapAHorpaduu
MOKHO pa3JeauTh Ha BLICOKO- H HH3KOBOJILTHBIC.

- JjeKTpHdeckas ocb cepaua. Konednerca B WIHMPOKHX Mpeacsiiax, OOLIYHO B
npeaenax HOpMbI. BO3MOKHO OTKJIOHEHHME BIIPaBO WIH BJIEBO MpPH Oil0Kade HOKEK
nyuka ['uca.

- YCC npesbiiaer HopMy Ha 15-30 yaapoB B MUHYTY.

- runepTpod A nesoro npeacepaus (¢ popmuposannenm P-mitrale gByroposte,
yurHpcHHbI€ 3youn! P ¢ Oonswioii 11 dazoit B oteegennsx I, 11, avL).

- runcpTpogHsa npasoro npeacepais (P-pulmonale seicokie 3aocTpeHHbIE P B
orseaeHusax Il , III, avF, VI - 2).

- runeptpodus neporo xenynouka (R V5-6 +SVI1>35 mm, RI + S 111>25 MM, Ra
v I>11 MM, R V5 - 6>26 mm);

- T'HﬂepTPO(l)HH MMPaBOro Xxcnyaodka Hanodonee YacTo BbIABIAETCA MpH HATHYHH



NCPOMHON THNCPTCH3INA. Orneyaercs nonyas Onokana npaBoi HOXKH Nyuka ey,
Otnowctiie 100R/(R+Q) B OTBCACHHH avR >50%; otaomenue 100 R/(R+S) g
orreacHin V6 > 50%.

- JTPUOBCHTPMKYNAPHAA 1IPOBOAHUMOCTL HC H3MEHEHa, a B pAle Chyyaes
3aMCIICRa BILIOTH A0 MPOABAEHHH aTPHOBCHTPHKYJIAPHOI OMOKaabl, MPH HATHYIY
CKACPOTHUECKOTO POLECCa B ATPHOBEHTPHKYJ/IAPHOM Y37ic.

- HapyIWEeHHs NPOBENEHHA - BRYTPHREITYAOYKOBbLIC Gnokaner:

- Murepran QT He i3MEHEH, HO BO3MOXHO YTHHEHHE KOPPHTIPOBAHHOTO
wHTepBata. YANHHCHUE WHTEPBANa MOXET SABIHTLCA MapKEPOM PHCKA pa3BHTHA

BHE3ANHOI CMepTH GoNBHBEIX KapaAToM [2,31,34].

PesmarisM  (cwH.: Ocrtpas pesmariiyeckas jawxopanka:  OomesHb
Cokomsckoro-Byilo) -  3aboneBaHne,  xapakTepu3ymwouleecs  CHCTEMHBIM
BOCMIANHTETLERIM NOPaXEHAEM COETRHHTCIBHON TKaHH ayTOHMMMYHHOI NpHPOIbI
C BORJIe4cHHEM CEpAlla M COCYAOB, HHHURNIpYeMOe b-TeMOINTIMMECKHM
CTPENTOKOKKOM FPYNTKI A, pasBHBAIONICCCH Y ACTCH, HMCIOMIIX I'eHETHYCECKYIO
MpeapacoioxKeHHOCTh K Hel [29,30,40).

Ilepsiqnas BeuBnseMocTe OPJI B Bactosmee Bpemsa cocraBiater or 0,06
HOBBIX caydaeB Ha 1000 genoBek HacelieHHS B rol B MHIYCTPHaJbHO Pa3BHTBIX
crpaHax (Anonnsa, BenikoOpuranua) ao 19,2 - B passuBaromuxca (FOxuas
Adpuka). Y aere gacrora 3abosneBaemoctd coctaBisier 0.08-10.06% nereii.

boxnetor neru 7-15ner, B 30 % caydacs 3aboneBanne HMeeT CeMEMHBINA XapakTep,

Y a€Tell JomKkoabHOro Bo3pacta PJI mpakTiyecki me BeTpevaercs.

JneKTPOKapIHOrpaMMa MpH PEBMOKApAWTE XapaKTEPH3YETCA 3aMelyieHHEM

ATPHOBCHTPHKY/ADHON NMPOBOAHMOCTH, Kak npasiuto, I crenexn. Kpowme Toro,

MOTYT BLUIBIATRCA HApYLIEHHA CEPACYHOrO PHTMA, YIUIMHEHHE 3NEKTPHUYECKOM

CHCTO/TH, HapylLICHHA penoispH3aLliti kKenyao4kos [5].

M.I. Kontemuporodi # coaBT. ¢ uemsio onpeAesniciiis COBpPEMEHHOMH

CTPYKTYpPH H  0COOEHHOCTElt

INIHHHNECKHX  MPOABNCHHH  PCBMATHYECKOM

TNXOpaNKK y OeTed nposemeH aHamn3 62 HCTOpHiF Oonesnn 44 gereii B BozpacTe



or 4.5 10 17 ner ¢ OPJI (octpoit pesmatucckoit aixopankoii) (82%) u TIPJ]
(nonOCTPOﬁ peBMaTHUCCKOl nnxopaakon) (18%). OTmenacrca Tenacnuns k Gosee
TKCIOMY  TCUCHHIO  PCBMOKApIMTa €  PAa3sBUTHEM  HCAOCTATOYHOCTH
KpOBOOOPALLCHHA, NAHKAPIIHTA WHIIH BAIbBYJIMTA OJIHOBPCMCHHO MHTPAIBHOIO i
aOpTANBLHOTO  KJI3NaHOB. Y BCex acTeif ¢ MHOKapAMTaMH  HMeEla MecTo
ATPHOBEHTPHKYIApHas Onokana | crenenn ¢ ObICTPOH HOpManH3auMeit HHTepBana
PR ua DKI' na ¢oue npotiBoBOCnanutenbioi tepanin. Taxects nopakeHis
cepaua y 25% nereit ¢ OPJI 6bina obycnosiieHa ¢ pa3BuTHEM NaHKapaHTa W/TH
coyeTannoro sansBynuta MK #H aopransioro knananoB. 4To B coveraHHe ¢
Hel10CTATOYHOCTBIO KpoBooOpawenus y 65% pereil moaTsepKiaer AaHHble o
pyameriBuiciica B Havdane XXI Beka TCHAGHUMH K YTXKEICHHIO TCUYCHHA
peBMOKapANTa (11,13,14). YamiHeuue uHtepsana PR wa JKT ¢ OsicTpOit
MONOKHTEABHOH MHHAMHKOH Ha doiie TepanHH BEIABIEHO y 23 (52%) xercii.
Cnenyer ormeTHTh 4T0, Ha OJKI' Hepeako oTmedanuch NpH3HakH AHCHYHKILH
cHHycoBoro y3ma (16%), yanuHenne wHrepBana QT(16%), mnosbluicHHE
3JIEKTPHYCCKOH aKTUBHOCTH JIeBOro xenyaodka (38%) [1].

Hapymenus cepactHOro puTMa MNpH Mponance MHUTPAILHOTO KiadaHa
(JIMK) y nerei BcTpedaloTcs OOBOJILHO 4acTO, HX OOHapykeHHE 3aBHCHT OT
merona perdcrpaund JKI. Ha DKI' nokos pasnuuHoro xapaxrepa apurim
PCrHCTPHPYIOTCA B €AHHHYHBIX CAy4YasaX, YacToTa HX BbIABIEHHMA BO3pacTtaer B 2-3
pa3a Ha ¢oHe GHIHUECKOH HArpy3KH (TpeaMiLI, BEN0IProMeTpus) u B 5-6 pas mpu
npoBeacHKUH cyrodHoro MoHHtopuposanua IKI'. Cpeau bonsimoro pazHoodpasus
apuTMHH y aercid ¢ nepsuyHbiM TIMK yame Bcero ofHapy>knBaloTcs CHHyCOBas
TaxXHKapAus,  HADKENYNOYKOBBIE M JKEMYAOUKOBBIE  3IKCTPACHCTOIHH,
HaDKEeNy104KOBbIE (POPMbI TAXMKAPAHI (NapOKCH3MalIbHAA, HENAPOKCH3MAilbHAA),
peXKe - cHHycoBas Opaamkapnus, napacicTONHA, MEpPUAHHE H TPEMETAHHE
npeacepauii, cuaapoM WPW,

Y nereit ¢ TIMK B GonbUIMHCTBE CIYHaeB >KETYAOYKOBBIE APHTMHH

NMpoTekaloT podOpokauecTseniio 1 OeccnMmnToMHo. ()AHAKO, BO BCEX ClIVHasAX

27



OKYMCHTHPOBAHHOM KCNYNOYKOBOH APHTMHH (cramnaptHas IKI, Ha npoGe
GIBNMCCKON RArpy3KoM) HEODXOANMO MPOBECTH AOMONHHTENIEHOC HCCICI0BaHNe
AnR onpeacieHis GAKTOPOB PHCKA KITIHEYTPOKAIOLIAX KEJTYNOYKOBBIX apHUTMHuij
(RCNYIOMKOBAA TAXHKAPIAHA, dmﬁpumvmml). MHorHe aBTOpHl YKa3blBAOT Hga
coycranne cimggpoma [MMK ¢ yamiRenHeM HHTCpBaJa QT (xoppHTITPOBaHHLII
noxasaTens MWHTcpeana Gonmee 440 Mc). YammeHuc  MHTCpBana QT
VCTaHaBIIHBAIOT, SCNIA 3MEPERHBII HHTEPBAN MpEBLIIACT AOJDKEHCTBYIOUINI npn
JaHHOI1 YacToTe cepaeYHBIX cokpamenmit Ha 0.05 1 Gonee. Y WTHHEHHE HHTEPBAA
QT npn TIMK wa 3KT nokos BeTpedaetrca ¢ sacroroif ot 20 10 28%, HECKONbKO
yamie TpH CyTOYHOM MoRKTOopupoBanui JKI' 1 NpH H3OMETpHYECKOH Harpyske
(1991). Y domsuex [MMK # mpencepaHkIMi apHTMUAMH BETHYHHS IHTepBana QT
He BLIXOINT 3a BepXHuW mnpeaen (440 mc), B To Bpema Kak y OONBHBIX C
RETVIOIKOBRIMA ApHIMHAMH, OCODEHHO NpH HX BBICOKHX TIpajalMAX, OHA
3HAYNTEILHO MNpEBLNIaeT MAKCHMaJIbHO JONYCTHMBIE 3HA4Y€HNA JAHHOrO
nokasatens. ChnapoMm yanuHeHHoro HHTepBana QT y nereii ¢ [IMK gawme
IpoTeKaeT 0ECCHMITTOMHO.

CneaoBaTenbHO, 9a8CTOTAa PACIHPOCTPAHEHHOCTH MHOKApAHTOB Yy JeTeif
OYeHb BLICOK2, TEM CaMbIM H3MEHCHHA MPOAOIDKHTENBHOCTH 3J1EKTPHYECKOH
CHCTOTR! ACTYA0OYKOB Y JETEH M NOIPOCTKOB TAIOKE yBenudiBaloTcsA. [loatomy
IBY9eHHE Y.IHHCHHA HHTepBana QT y nereii GombHbBIX C© MBokapauMTamu
CIMTACTCA akTydlbHEIM, ecnH CYH QT y gereit ¢ muoxapautamu

CONPOBOAIAETCA  OOMOPOHHEIMI  COCTOAHMAMH, HCOOXOMMMO OMpEdeTHTD

SCPOATHOCTL pasBHTHA KHIHEYTPOXAEMBIX apPHTMHIT (MPEAHKTOPOB BHE3ATHOI
cMepTH).

1.4. Cunzpom yninrermoro HirepBana QT npu nesapamenne

MEAACIYI0YKOBOH NEperopoakH y aerei

BpoxaenHne nopoxu CEpAUa = BECEMa O0MIMpHAas M pa3HOpoAHaA Ipynna

3aboneBaHuil ce
PALl2 H KPYTHBIX COCYZOB, CONPOBOXAAIOIIHXCA HH3MeEHeHIteM
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KpOBOTOKA, ficperpy3Koii H HCAOCTaTOMHOCTBIO cepana. Hacrora BeTpeuacmocT
BpOXICHHBIX TIOPOKOB CCpaUa BLICOKA MW, MO OUCHKC PAINHYILIX aBTOPOSB,
conconerea ot 0,8 10 1,2% cpean Beex HOBOPOXACHHRIX. Bpoxacuusic nopoxn
cepala  COCTABIAOT 10-30% Bcex BpPOAICHHBIX aHOManui. B rpymnmny
BPOXICHHBIX TIOPOKOB CCPIUA BXONAT KAK OTHOCHTETRHO JCIKHC Hapyuiewus
pasBMTHA CCPIUA M COCYAOB, Tak M THXKc/bie (hopmel maTonornu cepaua,
11eCOBMECTHABIE C XKH3HbIO.

MHorie BiIbl BPOXKIEHHBIX TOPOKOB CEpAlUa BCTPEYAlOTCA HE TONLKO
{30/1HPOBAHHO, HO I B PasjIHYHBIX COYECTAHUAX APYT C APYTOM, YTO 3HAYHTENBIIO
yTSKENAET CTPYKTYpY AedexTa. [IpuMepHO B TPeTH CilyyaeB aHOMAIMH Cepaia
COYETATCA C BHCCCPACYHBIMH BpOXACHHBIMH nopokamit ITHC, onopHo-
asuratensHoro annmapara, JXKT, Mouenonosoit chctems! i1 mp.

K naubonee 4HacTbIM BapHaHTaM BpOXIACHHBIX MOPOKOB  Cepala.
BCTPEYAIOUIHMCA B KapIAHMONOIrHH, OTHOCATCA He3apelIeHHA MEeAoKemyldo4KOBOl
nepcropoakt (HMOXKII - 20%), negekTsl MexnpeacepaHON MeperopoakH
(AMIIII), cTeHo3 aopTel, KOApKTalMA aOpThl, OTKPLIThIH apTepPHaNbHBIA MPOTOK
(OAIT), TpaHcmo3uumsas KpVIHBIX MarucrpansHuix cocyaoB (TKC), crenos
nero4noi aprepuu (10-15% kaxasii). B cTpykType cMepTHOCTH HOBOPOAKIEHHBIX
BPOKIEHHbIC TMOPOKM CepAla 3aHMMAIOT MepBoc MecTo. be3 okasaHus
KBaIMQHIHMPOBaHHON KapAHOXHPYPrH4ecKo# MOMOLIM B TedeHue MepBoro roia
wu3Hau norudaet 30-75% npereii. B neprone komneHcaumu (2-3 roga) cCMEpTHOCTD
CHIKacTCA 10 5%. PaHee BhIABIIGHHE ¥ KOpPEKUUA BPOKICHHOTO MOpPOKa cepaua

O3BOJIACT CYUIECTBEHHO Y/YYLIHTL NPOTHO3.

Hesapamenne mexckemynouxosoii neperopoaku (HMXKIT) - scrpedaerca
HanOonee 4acto, npUuéM Kak B M3OIMPOBAHHOM BHJE, TAK W B COCTABE MHOIMX
Apyrux nopokos cepaua. Cpeau BIIC wacrora ganHoro nopoka Bapeipyer ot 27,7
10 42%. Oa1HAKOBO YACTO BCTPEYAETCA KAK Y MATLYHKOB, TAK H Y IEBOYEK.

B Mexokenynouxosoit MEPEropoAKe BLIACNAT 3 OTAENna: BEPXHAA 4acTb —

MeMOpano3nas, npuneraer K ueHTpansHoMy GpuOpo3HOMY TENy, CPEAHAR 4acTh —
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VMINCYHAR, N HIKHSN — TPAOCKynApHaA. COOTBETCTBEHHO 3THM OTiAenap

HA3WBAKT H ACPeKTH MEXOKETYA04KOBOI NEPEropoaAKH. OHAKO OONBLIHHCTBO §3
HIX HMCIOT NCPHMEMOPAHO3IHYTO JIOKATHIALMIO (a0 80%). Ha aonto Meimreynurx
M npuxoautca 20%. Tlo pasmepanm AedexThl MOAPA3ACIAOT Ha Oonbuiue,
cpeanue i mMansle. JinA MpaBRILHON OLCHKH BETHHIHE] nedekra ero pasMep Hazgo
CPaBHIBATh C IHAMCTPOM 30PTHI.

KT 1imeeT CBOH 3aKOROMEPHOCTH, TECHO CBA3AHHAIC C dazoit Teyerna BIIC
} CTeneHbI0 NéroqHoil mnepred3nn. CHadana BLIABASIOTCR MPH3HAKH NEPErpy3ky
ACBOTO KQTYJOYKa — MOBRIMICHHE €ro aKTHBHOCTH, 3aTEM pA3BHTHC ero
runeprpodun. C TeyeHHeM BpPEMEHH MPHCOEAMHAIOTCA MPH3HAKH MEPErpy3xit
rmepTpodHi NPaBeIX OTAENOB CEPALA — KaK MPEACEPANA, TAK I XKENYAOUKA, - 3TO
CBILIETEILCTBYET O BhICOKOH JEMOGHON MAMEPTEH3HN. JNEKTPIEcKas 0Ch CEpALA
BCErJa OTKJIOHEHA BIPaBo.

Mpn HMXITI aanusix o Berpedaemoctd CYH QT mur ve Hammin. Ho npu
HMDKTI. xorophifi BcTpedaerca nmo AaHHBIM Mytagesn O.A. u ap. y 27,7-42%
oomHex ¢ BIIC CYH QT moxer BCcTpeyaThCs BCIEACTBHE BOBJIICYCHHMSA B
DaToJIOrMYEeCKHH mnponecc nposoasmen cHcremb! cepaua. HMOKIT  moryr
COYeTaThbCd C HENOJHBIMM W MOJHRIMH ATPHOBEHTPHKYJIAPHLIMH OJlokamami,
BCJICACTBHE HAapyLIEHHA HOPMATBHON TONOrpaditl aTpPHOBEHTPHUKYJISPHOrO Ny4Ka
['mca, HemanoBaXHO. 4YIO MpPOBOAAIIAS CMCTEMa CepIUa MOXeT ObITh
TpaBMHPOBaHa NMPH XHPYPIrHYECKOH KOPpEeKUMH mopoka [27].

CneaoBarensso, i3ydette u Buissnenne CYU QT mpst HMOKIT Mel cunTaeM
dRTYAILHREIM, TaK Kak TpaBMHPOBaHHas MPOBOAALIAA CHCTEMA cepaLa MOXKET

COSETAaTLCA C AHIHEYTPOXKAIOMIIMY aPHTMIAMH CCpAUa Y AeTeil.

1.5. Obmas xapakTepucrnka o6caeqoBannLIX ACTEH

Kontpomsayio rpynny coctasiuid 80 3gopoBeix gercit pPa3HbIX BO3paCTHBIX
KaTeropit,
PHH. CONMOCTaBHMBIX MO BO3pacTy M nony. HMccnenosanue nposoaunoch B

OCHOBHOM 0 - T
B K3OHHETE QYHWKUMOHAILHOM JHATHOCTIIKI jereii  cemeitnoil
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4 Ne 3 r. Comapxatuia. HCCHCHOBANLE DESINIMIIC 7t 1 itie
cIHHKH e '
oKt

1) .' ll"'lf':l:‘ﬂ
rp}'llﬂbl. II

7 qo 12 net - 20 GONBHBIX 1 acreit crapuie 12 et 20 Gosninix
oT / A0 i

Ha O©ase OodnactHoro Muoroupoduibiioro Jlcrckoro Mejmnmickoro
a

8 oTJeNCHIIC KAPAHOPCBMATONOTHIE HaMK 3a TICPHO/I 20011-2013 romwa
Tpa

CTALHOHAPHBIM H APXHBHLIM MATCPHANIAM 385 OOALMIX

LcH
Gu10 00CACAOBAHO no

aereii, 209 (54,2%) Manb4iKOB 1 176 (45,8%) nenouek (tabn. 1.1).

Taonuua 1.].

Pacnpeaciciiie aercii Mo Bo3pacTty i noJy.

[Ton oGcnenoBaHbIX
Bo3pact aercil ManbyHkH HeBouku
0-2 roaa 99 25,7% 68 17,7%
2-7 net 49 12,7% 33 8,6%
7-12 net 34 8,8% 44 11,4%
CTapme 12 ner 27 7,00/0 3] 8,]0/0
Bcero 209 54,.2% 176 45.8%

HUccnenosaHbl pasnuyHblie Bo3pactHble rpynnbl. [eredt or 0 go 2 ner
coctaBuyio 167 OobHLIX, OT 2 A0 7 ner - 82 GoabHbIX, oT 7 Ao 12 ner - 78
OonbHLIX B AeTeil crapwe 12 et S8 OonbHEIX.

B nawem HCCENOBaHHH MO CT2UHONAPHBIM JaHHBIM H apPXHBHBIM MaTepuanam
ObinH BhlsBACHB! 205 GONBbHBIX HETEH C HEPEBMATHUYECKHMH MHOKapIUTamMH, U3

HuX 113 mambuymkoB u 92 gesouek. 103 GONBHLIX meTeii c PEBMAaTHYECKOM

NUXOopaakoi. S1 MansYHKOB 1 52 JeBoyek.

C BpOXICHHBIMH MOPOKaMK cepAla odliee KOMMYECTBO GoMbHbIX cocTaBwio 112.
H3 HEX € He 3apamieHHEeM MEeXOKenyAo9KOBO ncperopoaku - 77 OonbHBIX, 45
Manbuikos, 32 nesouku. Juarnos HMIKIT 6uun NOCTaBNEH HAa OCHOBAHHH

aHaMHe3a, KIHHUKO-HHCTPYMCHTAIbHBIX HecenenosaHnu. KT u 3XO0O KT

Taknn o6pazon, B namux HCCIIENI0BaHUAX npeobiagany AeTH B BO3PAcTe OT

0 no 3 ~
no 2 ACT, MANBLYHKOB ObIfiO oonblic 4Yem nesouex. C KAPAHOIOTHYCCKROM
NaTonoruij
npeobnaganu ACTH Donesiuue ¢ HCPEBMaTHYECCKHM MHORApPAUTOM, Ha

BTODOM C .
POM MecTe nerit ¢ pesmamueckoii JINXOPATKOH M Ha TPETBEM MECTC AeTH ¢

-
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BPOAICHHAIMHE noporaMi  cepaua, B YacTHOCTH C  HC3dpallCHuey,

MOKRETYIOUKOBOH NEPETOPOAKH.

B marHocmmsn  CYH QT Baxaan  poink  OpHHAANCHKMY

yaexTporapaiorpagun. Hurepsan QT pexoMEHIYeTCA OLCHHBATh HA CHHYCOBOM
pITMC TIpH cTaBINIBHOIl 4acTOTE CEPACHMHBIX COKpAMICHHI (UCC), B orCcyTCTBIIE
BLIPAXEHHOI CHHYCOBOI apHTMIH BO [l cranaapTHOM MIH IPYAHBIX OTBCACHMAX.
B nopme umrepean QT HaxoauTcA B MpeAesax ot 350 no 440 Mmc.

MeToHRa HCCIEJ0BaHHA NpoBOMIIACH Ha OCHOBe
37eKTPOKApAHOrpadHYECKOro METOAa HCCNENOBaRHA, TAE Mbl C TOMOLUIbIO
THeiikn DiTXOBeHa H3IMEPAIN B pYuHYIO Ha Oymare KiIacCHYeCKHM MeTolaoM E.

Lepeshkin n B. Surawich narepsan RR u uATepsan QT B pasniuHbIX OTRCACHHAX

He MeHee 5 CEpIEHHRIX LIWKIIOB.

B oregecTBEHHOH MpAaKTMKE 9Yallle HCMOJb3YeTCAd OUCHKa OONMXKHOH
npoaokHTeTbROCTH HHTepBana QT no Tabnuuasm, paccunranHbiM no gopiryie H,
Bazett:

QT =k VRR.
rae k- SMIOMpHYECKH HaHAECHAas KOHCTAHTa, paBHas [ HOBOPOXKICHHBIX JeTei —
0.41. or 6 Mecaues 10 7 ner — 0,38, mocae 7 ner - 0,39; y Myxuun 0,37, y
weHOMA — 0,40. YanuneAHeM CYMTaeTCs NPEBhINICHUE NOMKHOTO 3HAYCHHS
inTepBaia QT Gonee yem Ha 0,02-0,05¢cek.

Tak Kak na#Aas Gopmyna MPaKTHYECKH HE HCMONb3YETCH B KIHHHYECKHX
HCCICI0BaHMAX OpH oneHke HHTepBana QT ceromns B Mupe, MBI Takke
PacCIHTRIBATH (YOPMYNY 1IA KOPPHUTHPOBaHHOrO QT (QTc):

QTc(B) = 5%

HCN0:1b30B2H KYOH4ecKuH Kopenb (opmynn Fridericia:

o) = o

i popmyny Sagie 113 nogcyera KOppuTHpoBaHHoro QT:
QTe(S)=QT + 0,154x(1 -RR).
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Hamu C [IpUKTHYCCKON [1CNBI0  pa3padoTaHa AMATHOCTHUCCKAR TadmMI  [uis

pacno3HaBaHA CYH QT. llpoBeaenustii ananus suissug HH(pOpPMaTHBHEIC

(pI3HAKH, BOUICILINC B AHATHOCTHICCKYIO Tabnuuy (Tabn.2.2)).

Tadonmua 1.2
JduaruocTH4eckas 1adauna pacnosuasannst CYH QT Yy ZeTeii.

[1pi3HAKH H HX rpajauHy bann | lpu3naku U ux rpanauum oann

I . Uurepsan QTc na KT (mc) 9.ChnukonanbHele COCTOSHUA

- <440Mmc -9 - €CTb +2

- >440nmc¢ +10 | - Her =3

2. HNurepsasia QTc no dopmyne 10.AnsTepHauus 3y6ua T:

Sagie - CCTh +3

- <440Mmc -5 - HET -5

- >440Mmc +§

3. Murepeana QTc no gopmyne [ 1.XKenynouxosas

Fridericia IKCTPACHCTONHS B noKoe

- go 420 mc -8 («a1exkan):

- 420440 mc +5 - €CTh +2

- 6onbuie 450 Mc +7 | -Her -1

4 Untepan QT wa 3KI vy 12.Kenynoaxkosas

poacreeHHukos 11 wu  1lI IKCTPACHCTONHA TNOC/IE Harpy3ku

NOKOJIEHHA no opmyne (KTHHOOpTOCTaTHYECKas npoba)

Fridencia: - €CTh +1

- 10 440 mc -2 - HET -2

- bonbuwe 440 ac +3

5.QTc 6onee 440 nc Ha KT 15.CunycoBas OpaguapHTMHA

- y obcneayemoro +4 | na JKI:

- Y POICTBEHHIKOB +1 - €CTh +2

- HeT -3 - HET -3

6.I'nmyxora 14 WcxonHni¥ BereraTUBHLIH

- BpOKIEHHAs +2 | TOHYC

- npHoOpeTeHHas +3 | - BaroToHus +2
- 3ITTOHMA -2
- CUMIIaTHKOTOHHA +1

1.CunKkone;: 15.11on:

- y obcnenyemoro +3 | - JeHCKHii +4

- Y POACTBEHHHKOB +1 | - MyXCKoii -3

- HET -4

8.Bospacr BO3HHUKHOBECHHA 16.ApTepuanbHoE NaBleHHE:

NCPBOTO B KH3HKU CHHKOIIE! - TIOBBILUECHO -1

- 1o 7 ner +] |- nopMaibHOE 0

- nocnie 7 nier +4 | - NOMHKEHO 2

- -
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[lpn padore ¢ ~aGniUCH MOCACAOBATCNBHO TNPOBOAT  CYMMHpOBanye
pil

STBYIOWHX 03108 Mpu Habope CyMMbI 6ann0B B NpEAENaX NOPOroBgx
COOTBCTV -

VPOBHENR OT +18 1o +40 OGannoB odcneayeMoro peGeHKa OTHOCAT K rpymne
;’)onbnux CYH QT. Ecan cyMM3 Gannos NpcBHMAcT MOPOroBbIH YPOBCHL +51, 1g
HeoOXOaNMMO AYyMaTh O CHHIpPOME lecepncna-ﬂanrc-HlmbceHa. fIpit  cymme
Gainos - 11 1 HIDKE YKa3aHHBIC sabosieBaHHia oTcyTcTBYIOT. Ecnn cyMma Sannop

HANOINTCS MEXIY NMOPOroBhIMH YPOBHAMI Kak -11 u +18, TO KOHCTamipyloT

ReonpeaeieHHRL pe3y/ThTaT.
Jlna ycranomrnesna miarioza CYH QT B mocneanue roasl HCNOb3ylor

K/IHIKO-21eKTPOKApAHOrpaQHIECKHE KPHTEpiH, BIEPBbIC MPEIOKCHHbIE 1
yrouHeRHale P. Schwartz ((993), koTophi€ OH OUCHIUT MO OanvHOIl cucTeMe.
JIiarko3 ck1aIeiBaercd i3: 1) anani3a npeamecTByoLel HCTOPHH 0OMOPOKOB; 2)
ceMeitHOro aHaMHesa; 3) olleHKH cnenndyeckux mMenenni KT

B Pecnybnure Y3bekucran uccnenosanne Hutepsana QT npoussonuTscs
no ¢opayne Bazett (1920). B RacTosmiee BpeMA B MHpE 3Ta (opMyna norepsa
cBOI0 3BagMMOCTh. Ceiyac HMEIOTCA MHOIOYHCIEHHOE KOJIMYECTBO QOpMYyN s
oneHKH KoppHriposaHHoro RHrepeaia QT. YTo no3sonser Haiith Gonee HOBYIO M
JOCTOBEPHYIO (OPMYITY IUId H3MEpPeHHis MNpPOAO/DRKHTENILHOCTH HHTepBana QT
(Maxapos JIL.M. [17].

MeToan cratHcTHYecKoii 00paboTku

CTamucTitecKuit aHanM3 pelybTaToB MPOM3BOIWICA MO OOILENPHHATON
MeTomke HMLA. OiBie. [lpm  cramMcTudeckoii o6paGoTke npoH3BEACHO
BbIanCaeHHe M — cpegHed apudmeryeckoil BeIHYHHLI MO cnocoby cpeaHel
apiMeETHYECKOI B3BEMEHHOI:
M =Ex/n;

rae Ex - cyMma BapAaHTOB. 0 - 4HCNo HaGofeHMii MO AaHHOMY MOKA3aTEAIO.

Haubonee nonnyro AdPAKTCDHUCTHKY  pa3HooOpa3nii  mpsu3paka B

COBOK <
‘YIHOCTH JaeT Tak Ha3siBaeMmoe S-KBaJpPaTHYCCKOE OTKJIOHCHHE, KOTOPOC
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apax.l.cpugyc'r leCCCHB'dHHC OTAC/AbLHBLIX 3HAYCHHIH BOKDYT CpeaHcro 3HAYCHMIA
X

p:isoﬁ paCﬂPC.uCHC!l"H- OTPAXKACT NPOUCCCLI PCryAdLiiH B CHCTCMe:
K

g.-._s_\"E.\'zln-l
( ecIH 4HCJIO HCCIIEIOBAHHIT HE NPEBLILLACT 30 u () - | eciu >30)
rae Ex - cymMMa KBanparos OTKJIOHEHHH Ka0i H3MCPCHHOIN BEAHYHIILI OT M
Omnoka cpeancii apHhMETHUCCKOH BhIYHCIAETCA N0 GopMyne:
m==¢ / \fn
Onpe/iesietiie J0CTOBEPHOCTH PA3HOCTH CPEHIX (MITH OTHOCHTENBHBIX) BETIYHH

(nO KPHTCPHIO 1) oCYyWecTBAANOCH Mo (hopmysne CteaenTa-Ouuwepa:
¢t =M1 - M2 /Y m*1 + m*2
t - IoKa3aTenb CYIMECTBEHHOH PasHHLILL.

[lonyyeHHbie JOaHHble CTAaTHCTHYECKH 00padoTaHbl Ha [EPCOHAILHOM
koMmbioTepe Pentium-IV ¢ ucnons3oBaHueM nporpammbl «Microsoft Excely,
KpoMe TOro, NpPHMEHIHCH METOAbl  TPAAHUHMOHHOH  BapHAUHOHHOI
MapaMeTpHYecKod M HenapaMeTpHYECKOW CTaTUCTHKM. [l  ycTaHORJIeHHA
NOCTOBEPHOCTH TMONYYEHHBIX pe3yJbTaToB HCNOAB30BaIM Ko3(duument P —
CretomeHta. JOCTOBEPHLIM CUHTAINCL Pa3jiH4Ma MPH COBNAJEHHH YacTOTHI M0

H3ydaemMoMy NpH3HAKY He Doaee 5% (P<0,05).
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1"aasa 1l NEKTPHUECKASA CHCTO.IA Y 310POBbLIX, BOJIbHLIX

IETER C MEOKAPIHTAMH H HE3APALIEHUEM
MEROKEYAOYKOBOH NEPETOPOIKH

2.1. OcooenHocTH 3.-1ewrpnqecxoﬁ CHCTO.1bI Y 310POBLIX AeTeili

KOHTPOTbHY Ipymimy COCTAaBIIIH 8
KaTerophii, COMOCTaBHMBIX MO BO3pAcTy H nony. Mccnenosanie nposoaunoce g

0 310pOBLIX J€TCH Pa3HbIX BO3PACTHpx

OCHOBHOM B XaliHere GYRKUAOHANLHON  THArHOCTHKI aeteil  ceMmelinoii

nousmmikn Ne 3 r. Camapranza.
TpakTirecks 310POBEIMA Mbl CYHTATH JeTeA 0OCNEN0BAHHLIX, ¥ KOTOPHKIX

He OBUI0 OCTPRIX IHIH XPOHHYECKHX 3abojNeBaHHH BHYTPEHHHX Opranos,
sHeKLtil 1T iHTOKCHKamii. Kpiteprem oTOOpa MPaKTHYECKH 3T0POBLIX AcTei]
cynrami Ranwane HopmansHoit IKI. Hccrmenosanie HaditHann mnocie 3-5-
MITHYTHOTO ITpeObIBaHMA pebeHka Ha Kymerke, npudeM IKI perucrpiiposani so
BCEX OOIIENPHHATHIX OTBEAEHHAX — CTAHAAPTHEIX, YCHIEHHBIX OJHOMOMIOCHBIX OT
KOHEYHOCTEH H YHITONAPHRIX rpyAHBIX ¢ V1 mo V6. Hurepsan QT paccuntniBann
B CpeIHEM N0 5 cepAeTHBIM LIMKIaM 2-N0 CTaHAAPTHOTO OTBEACHHA,

HccnenoBaan pasnmdAnie Bo3pactHuie rpynnul. [Hereit or 0 oo 2 ner
coctaBi1o 20 00IBHREIX. OT 2 10 7 neT - 20 6omsHBIX, oT 7 10 12 net - 20 0o/IBHBIX
i JeTed cTapme 12 aer 20 6onpHBEIX. I3 HMX NONOBHHA KEHCKOrO M MOJIOBHHA
Myxckoro noia. Cpeam aered pasHoro Bospacta y 67 (83,8%) ormevancs
MPABILTbHAIA CHHYCOBRIH puTM, @ ¥ 8 (10%) Gblta cuHycoBas TaxHKapaus H
TOMBKO ¥ 5 (6.2%) — CHHYCOBaS apUTMHS.

Taxnkapans B ocHOBHOM Gbuia YMEPEHHOH W pocturana 150 ymapoB B
MHHYTY.

Cpeausa vactora cepaeunsix Cokpamienun 131,38+21,32 ynapos B MHHYTY
y Aeteil 20 2 ner, 106,68+18.2 ymapos B mmyry y gereii or 2 g0 7 AcT,
78.25%23,4 yiapos » MuAYTY y Zeteit ot 7 g0 12 net u 84,29+16,9 yaapos ¢
WIHYTY ¥ Aetedi crapme 12 ner. Mpuaem nabmonanach otyerisas 3aBUCHMOCTD

HacToTY cepaeun
OTY CEpIe4HLIX CORpalenHii oT GyHKUNONaNBHOrO cocTosIIA MIOKap/ia.
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y 51 (63,75%) AcTCH OTMCHAJIOCh HOPMANBLHOE MOI0KEHIIC ICKTPHUCCKOIMN

oci cepaua, y 22 (27,5%) - Beprikanenoe, y 7 (8,75%) - ropusonransioe

[ONOMKCHHC.

[1pOAOIDKHTENBHOCTD JICKTPHYCCKOH CHCTONBI BBIYHCAANOCH 110 PA3HBIM
dopMyIaM. TTpoaOKITCNBHOCTL INEKTPHYECKOIT CHCTONMB! paBHANach B cpeaHeM
300£10,0 Mc Y 310poBbIX neteit, no <¢opmyne Bazett 290:50 wmc, no
monucbuuupOBﬂHHOf'I ¢opmyne Bazett ama onpenenensns KOpPpPHIrHPOBaHHOrO
untepsana QT 385+4.7 mc. no gopayne Fridericia 354+3.8 mc 11 no dopamyne
Sagie 358+3.4 MC 11 3aBHCENA OT YAaCTOTHI CEPACUHBIX COKPAMICHHIL.

Kak moka3saii Halll IICCIe0BaHNsA, INEKTPHYECKAs CHUCTONA Y 310POBBIX
AcTeli pa3NHYHOro BO3pacTa HI MO HALHM H3IMEPEHHAM, HIf Mo ¢opamyne Bazett He
npesbiiaet 10-30 Mc, a mo MoaugnuHposaHHoii dopmyne Bazett ans Beianciaerns
koppurapoanHoro #HrcpBana QT u ¢opamynanm Fridericia u Sagie 430 mc, 910
yka3siBaeT Ha TO 4TO yanuHerne uHTepsata QT B koHTpomeHoil rpymne
orcyrcTtByeT. Cpeanee 3HadeHHe QT y Bcex 3H0pOBRIX AeTeill MO HaKM
usmepeHuay  200-400 »mc, no ¢opmyne Bazett 210-380 Mc, no
mMoou(HUIMpOBaHHOH (QopAayne Bazett ans ompeaeneHHAs KOppHrHPOBAHHOTO
uHTepBana QT 125-437 mc. no ¢opmyne Fridericia 271-409 mc 1 no ¢oparyae
Sagie 292409 mc. UTo Taroke yka3biBaeT Ha OTCYTCTBHE YAIMHCHHA HHTEpPBAJIA
QT B koHTponbHOH rpynme. Y 310pOBbIX Ide€Teil, HE3aBUCHMMO OT 4YacTOTBI
CEPACHHbIX COKPALUEHHH, MPaKTHYECKH MOCTOAHHOM OCTaBA/IACh
KOppPHTHpOBaHHass JJIEKTpHYeCKad cHcTona. MBI CpaBHIUIM HallH pe3yNbTarhl C
AarHbMH Typaesa T.T., rae mns gereii B Bo3pacte 40 | roaa oHa COCTaBHIA B
cpeanem 380+40 mc, B Bospacte 1-3 ner — 390+50 ¢ BhICHYHTaHRABIE MO (opMye
Bazett. PesynnTaThl M3ydcHUs CpPENHEro 3HaYeHHS KODPHIMPOBAHHOFO HHTEPBANA

QT y 310poBBIX MaNBYMKOB I JCBOYCK cpaBHHBAIN ¢ JdanHeiMH JI.M. Makaposa

[17] (va6n. 2.1.1.).
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Tadnuua ) 1.1

CpaBHCHHC CPCAHAX 3RaNeHAIl KOPPRIHPOBARHOTO HHTepBana QT y

310pOBBIX AeTel pa3HoOro Bo3pacra

S

Bo3spacT H non Hauri nauusie .H;l;::;; (J)'i-:d- P
0-2 roJa MUIbYHKA 126433 Mc 393-442 mc _Tﬁ:ﬁ?
0-2 ro;1a 1eBOMKH 316433 mc 375-426 mc = iQ_Q_fg_
2-7 neT MATLYIKH 320437 mc 368-415 mc 0,05
2-7 neT AeBOYKH 316-416 mc 366-422 nc >0,05°
7-12 ner Manb49HKH 358-424 mc 373-406 Mc —@-Q:i
7-12 et 1eBOYKH 335437 mc 381412 mc )0£§_
12 net H cTapme MaTbYHKH 360-413 mc 363406 Mmc - | 20,05
|2 net 1 crapnie AeBOMKH 388-428 mc 383421 mc 0.05 |

Kak crexyer u3 TaOnumel, HallM JaHALIE JOCTOBEPHO HE OTIHYaNMHCh or
AanHnix J1.M. Makxaposa. Mbl He CMOF/Ii CPaBHHTB PE3YTLTATBI, BBIYHCIICHHb)C 1o
¢opmynanm Fridericia m Sagie ¢ maHHBIMM JIMTEPAaTYPHLIX HCTOYHHKOB, HGo
OTHOWICHHC YKA3aHHLIX QOPMY/ TaKHC BBYMCIECHHA Mbl He Hamumi. Mcxoas us
STOTO MOTOKEHHA, MOKHO CYHTATh, YTO MONYHEHHBIC HAMH BENHIHHBI ITHX
¢opmMyn Ha SKI' ABNSIOTCA MCXOAMBIMM 119 HeTelf HTiX BO3pacTHEIX rpynn. B
AATBHEHIINX HCCIEA0BAHUAX C LEMBIO BHIABNEHHS OTKIOHCHHS MLI CPAaBHHBaNH
JTH JaHHBIC. KaK HOPMY. AHANH3 MATCPHANOB, MOTYYEHHBIX NpH HCClIea0BaHMe
3710pOBBIX J€TEH PaiMHYHBIX BO3PACTHBIX FPYTIN, MOKa3bIBAET KIMHHYECKYIO H
AHATHOCTIECKYI0 UEHHOCTh MPEANoaraeMbrx MCTOAOB H KPHTEPHEB OLIEHKH
J-IEKTPHIECKON CHCTOMM kemynoukos. Yro MOXET MOCNY)XXHTb METOIOM [UIA
PacT03HaBaHHA NPEIHKTOPOB BHE3AMHO} CEPACYHOK cMepTH y JeTeil pa3mHYHOro
BO3pacTa W noma. CparHMTeNsHLI dHami3  9KT' unTepBana QT y ncreii

RKOHTPOMBHOA rpyNNN paznHanoro BO3pacTa npiseaen 8 Tabmnue 2.1.2.
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. 313 oBhIX JgeTed r. CamapkaHna ;
Kax migo i3 Tadmust 2.1.2.y 320P P HHTepRg,

T cHeM paBcH 300£10.0 Mc: mpH BHIYHCICHHH popmynoi Bazett 29015 0
k 8 Cp‘ L »

\MC; KOppHIHPO

no ¢opmyac Sag
mirepsara QT ¥ sercii r. Camapkanaa mo Bazett oTnmuaercy or

BaHHBIH HHTCPBA QT paseH 385+4,7 amc; no Fridericia 354+3 8 s

ie 358+3.4 wmc. M HaOMmoAIH, YTO BO3pacTHag HOPMa

KOPPHTHPOBAHAOTO ITHTCPBANIA HA 95 mc, ot Fridencia Ha 64 mc, ot Sagie 3 63

\C: 3 KOPPHTIPOBAHHBIN HHTEPBAT QT ormmacrca ot Fridericia na 3] MC, oF
iy

Sagie na 27 ymc; a Fndericia oTHYaeTca or Sagie Ha 4 Mc.

B tabmme 2.1.3 Ml TMPHBOAWM ZAaHHBIC JOCTOBEPHOCTH (1) pasnocyy

CpeIHIX 3HAYEHHH HHTEPBANA QT.

Tabnnua 2.13.
JlaAnkle 10CTOBEPROCTH (t) pasnocTi cCpeIHHX 3HAYEHNIT HITepBana QT.
Gopavint | Hamep. QT Bazett QTc Fridericia Sagie
Hamep. QT 0,9 7,7 3,0 5.5
Bazett 13,8 10,2 11.3
QTc 5,2 4.7
Fndencia 0.8

Ecmm =2.5, 1o P<«0,05. U kak BHAHO M3 TaOmHLE! 5, nadHsle JOCTOBEPHBI
MCRTY QopMynami: H3MepeHHeM mHTepBaioM QT wn QTc, Fridericia, Sagie;
Bazent u QTc, Fridericia, Sagie; QTc m Fridericia, Sagie. A nammbie mexay
‘3McpeHubiM HHTepBanoM QT u  Bazett, Fridericia u Sagie Henoctoepbl,
TIOTOMY 9T0 3Ha9EHHA MO ITHM HOPMYTIaM MOXHO CKa3aTh, MOYTH HACHTHIHEI.

Tariy obpasom. BospacTHas Hopma MHTeppana QT y 3mopoBbIX OereH T.
Camapranza mpu HIMCPCHHH HaxoAMTCA B mpuaenax 200400 wmc, mpH
BhAACIEHHH QopMynoii Bazett 210-380 MC, MOAH¢HUUpoBaHHOK (opMYOH
Bazent 123-437 mc, dopaynoit Fridericia 271-409 Mc u dpopmynoii Sagie 292-409

MC.
Hro vrkasmBaer ma 1o 110, NaHHbIE BEYHCIICHHBIE MO0 dopmyse Bazett paior

WHTepBaie QT dopayoii Bazett.
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2.2. Cunapom yiaannennoro nnrepoana QT y aeteii ¢
HCPCBMATHYCCKHM MHOKAPIHTOM

[TpobneMa  HCPCBMATHUCCKOTO  MMOKAPAWMTAa B HAacTOSWICE  BpeMs
0GycnoBicHa €& UIMPOKHM PacnpOCTPAHCHHCEM, OCODEHHO B JICTCKOM BO3pacte.
[pudnia TOMY - HCYKJOHHBIL POCT BHPYCHBIX HHeKUMii I anneprisaums
nerckoro Hacenchia. Hepenmatnuecknii minokapant (HM) y seex odcncayensix
pasit 385 nereit Obin BhisBaeH Y 205 (53.2%) GonLHBIX nEe4HBUIIXCA B
kapAnopesMaroioritieckoM oraeneniie Camapkanackoro obnactHoro Aerckoro
MHOTOMPOYHILHOIO UCHTPA.

Y 35 (17,1%) aereit HM nporekana na oTAromeHHOM mpeMOpOHAHOM
¢ounec. Hauano 3abonesanita y OONbUINHCTBA JcTel ObLIO OCTPBIM, COCTOSHIC B
OCHOBHOM CpEIHEil CTEMeHH TAXECTH oTMeuanoce y 73,4%, Taxkenoe — 26,6%
3aboneBlinX. OCTpoe TeucHHe MHOKAapAHTOB AHarHoctHposano y 187 (91.2%)
neteii, nogoctpoe y 18 (8,3%) nereii. Obuiee koniuecTBo AeTeil MpeacTaBneHsb! Ha
puc.3.2.1.

Puc 3.2.1. PacnpoctpaneniiocTs 11epeBMAaTHYECKOT0 KapalTa B

3aBHNCHMOCTH OT BO3pacTa H Mo.1a.

5 E KONMYECTBO

= MA/bYMKOB

3{ 8 KO/IMYECTBO AEBOMEK
-3

: 4

0-2 NET 2-7 NET 7-12 NET  CTAPUWIE 12
NET

Y Bcex HccneayeMbIX perHcTpHPOBAIHCH KIHIHYECKHE H NApaKiIHHHYECKie
AaHHbIE, H3YYaNKCch AL100bl H aHaMHe3. 3a00J1CBAHHC HAYHHANOCH C KaTapAIbHAIX

ABNEHIT (HacMopK, ulxanue, cyXoii Kailenb), cyodedpibioil H ¢eopiuibHOIl
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. ocToanis. TIpHCOEAMHANICA NEPOpantuy;;
AucHHA ooulero ¢ l
TeMnepaTypsl,  HAPY

WHAaHO3, OABILIKA.
B ocTpoM ncpuoac 3300/1ICBAHHA
eBOXRCIYA0UKOBOMY H MPaBOXKCIYIOYKOBOMy

y 170 (82,9%) OONBHBIX OTMeyanacy,

' n
cepiACUHAR HCIIOCTATOUHOCTE 110

v 1 creneny, y 24 (11,7%) GONBHBIX OTMEHANACH I1 A crenenb, a y 11 (5,4%)

goasHeix 11 B cTENCHb. H3MeReHA CO CTOPOHD! CEepACYHO-COCYIHCTOH CHCTeMp
J F

xapaKTepH30BaNHCh TaxitkapaHen, NPUITYIIEHHEM TOHOB CEpAUA, MOABIICHIEM

dYHKLIHOHANIHOIO CHCTOMHHECKOTO mryMa Ha BEpXYIIKE CEpPAUA, Y HEKOTOPLIX —

ONBINKYH, HaApYIICHHCM

)’BCJ“FICHH&\I neacHy, NoABNECHHEM pHTM2 o

npoBoIHMOCTH. Pa3BepHyTas KIHHHYECKaA cimnroMatika HM npuBencna s

Tabmue 2.2.1.

Tadnuua 2.2.1.

Kisunqeckas KapTAHa liepeBMATHYECKIX MHOKAPIHTOB Y JeTeil pa3nbIx

BO3PACTHLIX rpynmn

Knuniyeckne u BonbHele AETH B BO3PACTE
napaxkIHHHYECKHE 0-2 rona 2-7 net 7-12 ner | Crapuue 12
JAaHHmIE (n=126) (n=39) (n=26) net (n=14)
TaxecTs COCTOAHNA:

- CpeaHEeH TAXECTH 103/81,4 30/76,9 23/88,5 11/78,6

- THXEN08 23/18.6 9/23,1 3/11,5 3/21.4
Hauano: - octpoe 112/88,9 32/82,1 23/88,5 12/85,7

- NOCTENEeHHOE 14/11,1 7/17.9 3/11.5 2/14.3
Bsocts 123/97.6 33/84,6 12/46.1 2/14.3
BecnokoiicTso 124/98.4 24/61,5 6/23,1 3/21.4
Kamems 117/92.8 28/71.,8 13/50 7/50
Kanpusnocts 123/97.6 35/89,7 4/15,4 1/7,1
YT1oMnsemocTD 119/94 4 34/87.2 21/80,7 10/71,4
CHuAeHHe annerHTa 115/91,3 34/87.2 24/92.3 9/64,3
[{iano3 89/70.,6 25/64.1 5/19,2 3/214
bneaxnocts 23/18.6 8/20.5 7/26,9 6/42.8
Ompioika 98/77.8 18/46,1 8/30.8 2/143
Tesmneparypa:

- €yOpebpisHas 99/78,6 23/58,9 15/57,7 | 5/35,7

- pebpinbHas 27/21,4 4/10.2 7/26,9 4/28,6
Ocnabnenne ' ' i
BEPXYILEYHOr 0 TOHA 115/91.3 24/61,5 6/23.1 3/21,4
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‘T ayxie ToHbI cepiaua 123/97.6 25/64.1 21/80.7 [ 10/7; 4
CHCTOMHYCCKHI WYM Ha

BEPXYILUKE 98/77.8 25/64.] 15/57,7 9/64 .3
prcn{:ll:cune NneyeHH 119/94 4 | 18/46.1 ﬁW{ 3214
HapymicHus puTMma 23/18.6 18/46.] 5/19,2 6/42.8
JleroyHas runcpreHsus 22/17,5 7/179 4/15,4 3/21,4
HenoctatoyHocTs

KpPOBOOOpaLUECHHSA | 108/85,7 26/66.7 13/50 0/64.3
JlelikounTos c |
HCHTpOHNC3EM 103/81,7 18/46, 1 14/53.8 | 6/42.8

ﬂpmreqam:e: 6 Yucrumele — G6CO.'HOI?1HO€ HUC10, 6 navenameqe — npoyenmei.

M3 nanHoi#t Tabnuier CICAYCT, YTO B KIHHHYeCKO KaptiHe HM cumnronyy
- BAJIOCTb, yTOMIAECMOCTD, OccnokoiicTso, KAWCab, KanpH3HoCcTL Jy THNOpeKcHs
BCTPCYANHCL Y OonbUIHMHCTBA OOnbHBIX, T.c. Gombiue yey Y 90%. Menee 20%
Hadmoaanock GneaHocTs KOXKHBIX MOKPOBOB, Mpuyen [IHaHO3 Habmomanuce Gonee
€My 2/3  obcnenosannubx aere.  Ecau KIHHH9ECKMX  npH3Hakos
HEA0CTaTOYHOCTH KpOBOOOpalLEHHy 3aDHKCHPOBaHE! Y 85.7%, To yBenmuenue
NE4€HH Habmoaanocs y 94,49, Crenenn  napywenns KpOBOOOpalleHus

MPUBEICHLI Ha puc. 2.2.2.

Puc.2.2.2. Yacrota Pacnpenencuus 6onbnpiy g 3aBHCHMOCTH OT

CTeneHu HapyueHny KPoBooOpaeny

HK 0 59,8%
B HK124,3%
OHKIA9,8%
OHK I B 4,8%
B HK Il 1,3%

Bonee NOAPOOHLIH  aHann3 INCKTPHYECCKOH CHCTONLI KETYAOYKOB vy

odcenonanmoro KONTHHTCHTa npuBeacH B TabnHue 2.2.2.



1474

‘10 ¥nupQavox 1vrapndu dudwDHIWDHE 9 ‘(WF) LO 21MHIKWDHE 221D 2U2WNUINK 8 :aNHDhaWNA]]

pSH-1ST 29p-v1T 8pS-£Z1 08£-00Z 00r-0v 1
b TFLYE R TFEYE 0'€F68E 0'€F09T 0'PFOLZ | SOTZ| XI9HALOQ OHLIILHLON MY
| E¥-PSE 0Er-8PE SOt-08€ 0vE€-0LZ 00t-082 HNhOHR]T
v 0F68€ 6 8F88¢ 9'6FLIY 0'01F0I€ 0'01F0pE 6 amdeLd W 191 7|
REP-GLE Ob-1LE 8pS-88€ 06€£-00€ 00t-02¢€ IMLIURA
0'11F96€ 91 1F¥96¢ 8'6ZF0VY 0'0ZF0pE 0'0ZF0LE| S amdeld H 191f 7|
L1y-9Z€ 91p-S1¢€ ppb-GEE 0SE€-0LT 08€-0LT HXROEIYT |
0'9FCLE 8'9FLIE ¥ LFE6E 00IF01¢€ 0'01F0ZE| SI
STY-LLT YTY-TST 9Ep-£8T 0S€-0LT 08+-00Z
0'91F0LE Z'81¥29¢ 0'91F18¢€ 0'01F01€ 0'0ZF0EE| 11
L6E-80€ E0P-667 ESP-86¢E 0€€-012 0Z£-002
£ SFYOE 7'9709¢ 8'OFL6E 0'01F082 0'01F00E | LI
pSP-7E€ 29v-S1€ 967-79¢ 08£-0¥C 00t-0vT
v LFLOE S'8FT9E b LF86E T 07067 0'01F00€ | 2T
BLE-T6T LOV-1LZ SLY-91¢€ 082-00Z 00£-002 IIhOUD
Y EFSEE S'rFILE 0'GFLSE 0'0EFOPT 0'bF0EZ| 1S RIOI 7-0)
L6E-1ST 1Zrv1Z 8y €21 L2'0-0Z'0 0ZE-0F1 INHRIIR A
T EF0LE 1'yFpTE 8'SFO8BE 0'ZF0ET | 0'vF0€C | SL BIOI Z+()
RISLIAPLL] uranuadowen
Adeg ou o L0 ou 3 L0 2L0O nazeg ou 10O 10 =u rour i Lovdeogy

“(WHANDHUIIHW ‘WFR]) wornidedonw wiaddhntewaadan > youdr £ 1.0 sreadaiun )¢ eurvnn maH4qraLnuaed)

Nararadil 0 4)




Kak BHAHO K3 TaOAHUK! 2.2.2. npH H3MEPEHHOM BpY4HYI0 Ha DKT HHTEpBAI
QT y obwero koauyectsa OodbHbIX feTeit cocraBnan 270+4,0 mc, npw
puluHCIcHHE Qopamynon Bazett 260+3,0 »Mc, npu mMonmbuunposanHoi dopmyne

Bazett 389+3,0 mc, npu ¢opmyne Fridericia 343+2,8 ac, npu Buiauchnenic

dopMyJI0if Sagie 347+2,4 mc.

Mst HabmonaeM, 4to y Gombubix aereii ¢ HM usmepennsiii mutepsan QT
ornuuactca or Bazett na 10 mc; xoppurnposaunsiii Hutepsan QT oTauwaerca ot
i3MepenHoro uurepsaia Ha 119 nve, ot Bazett na 129 mc, ot Fridericia Ha 46 Mc,
ot Sagie Ha 42 »mc: a Fridencia otnHyaercs oT H3MepeHHOro HHTEPBasa Ha 73 Mc,
or Bazett Ha 83 mc, orT Sagie Ha 4 wmc; Sagic oTnHYaeTCA OT H3IMCPEHHOrO

uHTepBaia Ha 77 nc, oT Bazett na 87 Mc.

B Tabmmue 2.2.3 Mbl NPHBOIHM JaHHLIC JOCTOBEPHOCTH (t) pa3HOCTH

cpeaHHx 3HadeHHii nurepsana QT y OonbHbIX acreit ¢ HM.

Tadonwmmua 2.2.3.
JlanHble JocTOBepHOCTH (t) pasHOCTH cpeIHHX 3HaYeHuiT uHTepBaia QT y

DoabHBIX TeTel ¢ HM.

dopmynsl | H3nep. Bazett QTc Fndericia | Sagie P
QT
Nanmep. 2.0 ¢« 0.05
QT
| Bazett
QTc 23,8 30.7 11.2 1.1 0,05
Fridericia 14.9 20.2 « 0,05
Sagie 16,4 223 «0.05

Eciu =25, to P«0.,05. U kak BugHo M3 T1abmnuel 2.2.3., JaHHBIC
nocroBepHnl Mexay (popmynamu: QTc u m3mepenHbiM HHTepsanom QT, Bazett,
Fridericia, Sagie; Fridericia 1 m3mepcHHuiM unTepBanom QT, Bazett; Sagie u
H3MEepeHHBIM HHTepBanoM QT. Bazett. A pgaHHble MeEKAY H3MCPCHHBIM
uHTepBaiom QT u  Bazett, Fridericia  Sagie #eIoCTOBEPHBI, MOTOMY TO
3HAYCHHA MO ITHM (OPMYAM MOXKHO CKa3aTh, NOYTH HIACHTHYHBI.

3acnyknBACT BHHMAHMC Npuaensl koncdanua uxtepsana QT, rae y Bcex
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CPCHHOM MHTCpPBAIA QT 140-400 mc, npn BBIUHCeRyy,

GobHAIX JCTCH 1pH H3M _
hopmynoii Bazett 200-380 Mc, MpH MOAMPHUHPOBAHHOH hopmyne Bazett 123.54¢

PMY! “ : .
s, npi dopayae Fridericia 214-462 Mc, IpH BBIYHCIICHHC bopmysoii Sagie 25].
MC, )

454 MC. ITH JAHHBIC pe/cTaBIcHb! Ha puc.2.2.3.

Pnc.2.2.3. [Ipwieast wocteoannii nurepeana QT npi HepeBMaTIveckny

MAOKapAATAX

B QTuam
mQT8
OQTc
DQTF
B QTS

Heobxoammo oT™eTHTh 9TO, MpHAenn! KonebanuH uurepsana QT wipoko
papsifpoBani. [IpH BBIYHCICHHH KOppHMrHpoBaHHOro WHTepBana QT 3Hadchus
npessmmamn 440 mMc Ha 108, npm Bemucinedur ¢opmynon Fridericia Ha 22,
¢opmynoi Sagie Ha 14 Mc. ITO yKka3eiBaeT Ha Oosiee BBICOKHE NMOKa3aHHsS TpH
BRIYHCICHHH MOIH(QHUMPOBaHHOM QopMynoH Bazett 111 KOppHrupoBaHHOrO
mHTepBata QT, gem BhIYMCAEHHBIE MokasaTenn ¢opmynamu Fridericia u Sagie.
4ro ykasbBaeT Ha TO 9T0. H3MEpeHHEe Qopmyoii Bazett m1a KOppHTHPOBZHHOIO
watepeata QT wumeer WmMHPORMH npHaen xonebanuil, YKa3blBaIOLHH 112
fIaTO/IOTHIECKOE YKOPOYCHHE HWIH YMUIHHEHHC MHTepBajia, HO KJIMHHYECKOH
CHMINTTOMATHKH He OhIIo.

[TapameTpR AMMTENLHOCTH MEKTPHYECKOH CHCTOMEI B 3aBHCHMOCTH OT
BO3pacTa W Nona B CpaBHEHHE C MOKa3aTelIgMu 3/I0pPOBLIX JETEH B KOHTPOJBbHOM
rpynine npeiacraeneRs B Tabmume 2.2.4. I'ne M1 Moxkem yBuaeTh HamH4HE

OT. ¥
MHYHA B pa3HbIX rpynnax aereH M 3aBHCHMOCTD YIUTHIIEHMA KHTEpBana QT u

=t

b I ”
H3MCHEHHH  nokasateneii JICKTPDHYECKOH CHCTONBI OT noja  JIETC
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Kax clexyeT 13 TaOumueml 2.2.4., COOTHOMICHHE MPOIODKHTEILHOCT),
Y Ha4ana H 10 KOHLa
AICKTPHYECKOH  CHCTOIBL, BRIYNCIACMOE OT Qun ua 3youa T

KapIMOTPAMMBL, ¥ Gonpibx Aereil ¢ HM npH A3MEpEHHOM HHTepBane QT

ANCKTPO
e Bazett, Fridericia 1 Sagie MPaKTHUCCKH HC OTIHYAOTCA OT NaHHp

Gopryn
330pOBAIX

pa:mnmn‘i HH

neTeii KOHTPOBHOI TPYMMEL, HE HMEA CTATHCTHYECKH NOCTOBEpHbIX
no noty, HH N0 BO3pacTy. Koppuruposanueiil HHTEPBan QT umeer

pa3IH4nA 1o BO3pacTy H IO nojity, HMEs CTaTHCTHYECKH JNOCTOBCPHEIE Pa3Jinyny,

1.e. P<«0,05.
ITpu obcnen0BaHHH 205 GoNBbHBIX C HEPEBMAaTHYECKHM MMOKapIHTOM ObLio

BRISRNERO yanHAeRHe HETepBana QT no dopmymie Bazett y 24 (11,7%) Gonshnix
qeteii, NMpH BHIYHCIACHHH 1O moaHdRINMpoBanHoOil ¢opmyne Bazett g
xoppHTHpoBaHEOro AHTepBana QT yIHHEHHC Yy 20 (9,76%) 6ompHEIX meteit, no
dopmyne Fridericia y 4 (1,95%) 6ombnbix aeter 1 mo gopMyne Sagie y 6 (2,93%)
dobHBIX ferTeil. Buasnennoe yummHesne HHTepBana QT no ¢opmyne Bazett
coctasaser 11,7%, RO XIHHMKO-HHCTPYMEHTAIbHEIE NPH3HAKH OTMCYCHRI HE Y

BCEX BLISBIICHHBIX OOJILHRBIX.

[Ipn bonee AeranbHOM KIHHHKO-HHCTPYMEHTAIBHOM 0OCneqoBaHuu feteil
yansenne uuTepsana QT 6nuto ycranosneno 8 [3,9] 6omeHeIM, a quardos CYH
QT 6uin ycranomnen 4 (1,95%) meram. Hcnone3ys, Hamy AHAarHOCTHYECKYIO
Tabnmauy pacnosHasamms CYHM QT m  knMHMKO-31eKTpoKapaHorpadudeckue
kputepH P. Schwartz onsomy pebeEry 611 ycrapoBnen mmarsos CYU QT -
¢opma JDxepsena-Jlanre-Hmwiscona (cymma 6amios Gonee +61), TpouMm naeTam
6511 nocrarsien miarno3 CYH QT — dpopuma PoMano-Yopaa (cymma 6annos ot +20
a0 +24). V ocramBERX 4 (1,95%) nereii ymwmmuenne BTopuuHOE, 3a cYeT

I
3 PHBEAEM nOpHMep Hawero Habmiomenus: Bonbias XaspaTkynosa
oxuryn, 06.03.
% 5:;“7 6.03.1998 r. poxmenms nocrynmna 06.09.2011r. nwa 23 acHb
eB
aHHA Ne wmctopuu Gonesmy 10125/879. Iuarnos npu nocrynieHue:
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HcpeBMaTHICCKHA MHOKAPZIUT, nonocTpoc Teuenne, HK I1 A cT. Anemus cpennei
rkecTi. JKanobbl MpH  NOCTYTNCHIN Ha OOBILKY, HMAHO3 HOCOrYGHOTO
TpeyToNbHHKA, Kalles, cepanedHenne, obmopokn, cmadocts. M3 aHammesa
acBouka OONbHA C POXICHHA, COCTOMT Ha JMCOAHCEPHOM YYCTEe MO MOBOAY
rnyxoHeMoTsl.  Jlewiuics  HEoAHOKpPaTHO B aMOYNaTOPHBIX M  CTAalMOHAPHEIX
ycnosuax. 3a nocneanne 20 gHel coctoswue peGeHka Pesko yXyAuIHIOCk,
nepebonena OPBU 1 c Belle ykazanHsiMK xanobami noctymwm 8 COMMI,
pebeHok OT 4 OepeMEeHHOCTII, KOTOpasd NpOTeKana C YIpo30oil BLIKMABILA, Ha
BTOPOM Mecsaue OepcMeHHOCTH MaTe nepebonena rpunnoM. Pogmnace B cpok,
maccoit 2900 rp, poctom 50 cM. B HEOHATaIbHOM NEPHOME ONpPENESIHIH HATHINE
[JIyXOHEMOTEI, HAaXOAHTCA Ha JOHCRaHcepHOM Yydere. [IpuBHBKM monydana s
3aBUCHMOCTH  OT cocTosHMa. CTanM OTMEYaThCA NPHCTYNB! CHHKOME MpH
CTPECCOBBIX COCTOAHMAX, KOTOPhIE OTMEYANIHCH C 2 JIETHErO BO3pacTe, B Hayaie 1-

2 pasa B MecHll, 3aTeM NMPHCTYNH! Y9aCTHIIUCh.

AJUleprHdeckue peaklUMH Ha MEOHKaMEeHTh! M MHLIEBbie NPOAYKTHl He
OTMEYAINCh, HAIHYHME HACNEACTBEHRBIX 3a00/neBaHuH oOTpHLaeT, MaTepHaNbHO-
ObITOBBIC  YCNIOBHS  yHOBICTBOPHUTENBHBIE. OTten pebeHka IUI0XO CIBIIIMT.
Crapmnii pebeHOK B ceMbe yMep BHE3alHO B Bo3pacte 4 5er, y KOTOpOro
orMmeyanucs cygoporu. Ilpu obnexkTuBHOM obOcnepoBanve: obmiee cocTosHue
CpedHell TAXECTH, B CO3HaHHE, MMEETCA LMaHO3 HOCOryOHOro TpEYTONbHHKA,
bneqHOCTH KOXKHBIX MOKPOBOB. J[bIXaHHMe depe3 Hoc CBOOOAHOE, B aKTe JbIXAHHSA
Y4acTBYeT BCNOMOraTeNibHas MYCKyJlaTypa, [PaHHMUbl JIEFKHX COOTBETCTBYIOT
BO3pacTy, ayCKYJbTaTHBHO B JIETKMX BBICIYIOHBAETCA JKECTKOE MBIXAHMA.
OTHocHTenbHLle TIpaHUlBl cepAua: cmpaBa Mexay L.Parasternalis dex u L.
Sternalis dex, Bepxuss — II mexpeGepbe cnera, neBag - 1,5-2 CM KHapyXH OT
L.Mediaclavicularis sin, np1 ayckynsTauMy cep/ua TOHbI CEpAlA NPUIYLIEHD, Ha
BEPXYIIKE cepjlla BBICAYIIHBAICA CHCTOTHYECKHH WIYM HEOpPraHM4ecKoro
Xapaktepa. JXuBOT Msarkuii, 6Ge30ose3HeHHBIH, Te4eHb YyBEIMYEHA Ha 2 CM,

CCJIC3EHKa He NaIbNHUPYETCAa, MOUYCHCINYCKAHHC PETYJIAPHOC. B ananuze KpPOBH:
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Hb-90.0r/1, 3p-3,26 x10** , LII-0, 9. L-10,1 x10°* , CO3-8 Mm/y, 11-9, ¢-71, 303-]
12. mon-7. Ha 3XO K  BBIABNCHO —runepTpodns MHOKAapaa nemorg

:]““- o
NM04KA, MICPK"HQ CTCHOK JICBOIO )Kcnynoqxa.

MPHBCACH PHCYHOK KT aausoro 6onsHoro (pic.4).

AETY

Hinke
' ‘Mi Iﬁ-v i

TR .
'“*:"“-‘.'A.—TL.H‘.TF’MU :

i
195

Puc.4. na K" 0anrozo 6onbHO20 8bIAGAEHO- PUMM CUHYCO8bIU NPAGILIbH b,
nopmatsnoe noroxcenue OC, npuskaku zunokcuu muoxapoa. Ilpu uccredosanue
unmepeaa QT Gvi10 evaaneno: wmepennwiu OT1-0,33; QT no Bazettm — 0,28,
OTc 460 mc; QTcf no Fridericia — 440 amc; QTcs no Sagie — 438, komopele
coomsemcmsyiom 6oaee 95-20 yeHmuas.

Jna ycrasosnernsa guarsoza CYH QT 6nutn mcnonb3oBaHb! KJIIHHHKO-
3nexTpokapaHorpapuyeckue kpHrepu no P. Schwartz, raoe y Hamieit GombHOM
OBUTH BRIABJICHE!: YUTHHCHHE KOPPHTHpOBaHHOro HHTepBana QTc Gonee 460 Mc-
26., ampTepHamas 3yona T — 1 6., cHHxone —2 6., BpoxaeHHas riyxora — 0,5 6.,
HATHTHC CITy93acB BHE3alHOH cMepTH B cembe — 0,5 6. ITocamras cymmy
HaOpaHHRX GamnoB nomydmnock 6 6awios, To amarHoz CYU QT BrICOKO
BeposTeH. lIpu paGote ¢ muarHocTHueckol Tabmmueii 11 pacnosuasamns CYU
QT Ml mposenn cyrmvmpoBanne COOTBETCTBYIOIINX AauHbIx: HHTepsan QT Gonee
440 »mc+10, HuTepean QT ¢opmyne Sagic 6onee 440 mc+8, uHTcpBana QTc no
opMyne Fridericia +5, pasimma QT 82 OKT" y poncreennuxos Gonsie 440 Mc+3,
pasiua QT Gomee 440 mc y obcnenyeMoro+4, BpoxacHHas rnyxorat2,

CHHKONE+3, nepsriii
» NICPBBIH CHHKOME g0 7 nert), mpencuHkonanbHble COCTOAHUSA B
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gHaMHe3e+2, AIBTCPHALIHA 3ybua T+3, xenynouxopas IKCTPACHCTOJNIHA B NOKoe+2,
nocne Harpy3kutl, cuiycoBas OpagnapuTMusa+2, CHMNATHKOTOHHA+ ], KeHCKHil

non+4. Mul Habpanu cymmy Oamios +61, yto ynocrosepser nannume y HamicH

gonpHoit cuHapoMa Jlxcpeena-Jlanre-Huiascona.

Taxum  oDOpazoM, y  Hawero  OomeHoro wa  dowe  HM

3/EKTPORAPAHOrpagHIECKIM W KIMHHYECKHM METOOM  3aperHCTPHpPOBaH
BpOXXAEHHBIH CHHAPOM yAnHHeHHoro nirepsana QT — dopma Ikepsena — Jlanre

- HunscoHa.

Cnecposatensho, mpH HM mbl BeisBMAM ymmHeHwe uuTepsania QT o
dopmyne Bazett y 24 (11,7%) Ooneubix peteif, npuH BENHCIEHWH IO
monHduuKHpoBaHHOH ¢opmyne Bazett nns koppurupoBaHHoro HuHtepBana QT
yanuHernue y 20 (9,76%) Ooneneix gereit, no ¢opmyne Fridericia y 4 (1,95%)
OompHBIX OeTed H mo ¢opmyne Sagie y 6 (2,93%) GoneHpix nereid. Ilpu
seruHCneHNH HHTepBana QTc 3Haverna mpeBbrmand 440 Mc na 108, dopmynoit
Fridericia na 22, ¢popMmynon Sagie Ha 14 Mc. JT0 ykxa3eiBaeT Ha 6oJjiee BRICOKHE
MOKa3aHUA TWpHU BLIYHCICHAH MoaudHuMpoBaHHOH d¢opmynon Bazett mnsa
KoppHTHpoBaHAOro HWHTepBana QT, deM BeIuMcneHHble NokasaTenn ¢GopMylaMu
Fridericia u Sagie. BruasnenHoe ymiHeHne wHtepana QT no dopmyne Bazett

coctaBiser 11,7%, HO KIHHMKO-MHCTPYMEHTAILHbIE OPH3HAKM OTMEYEHHI HE Yy

BCEX BRIABJICHHBIX OOJIBHBIX.

IIpu Gonee meTaNbHOM KJIMHHKO-HHCTPYMEHTAILHOM 00CNEeNOBaHMH AETEH
yuinHeRne nATepBana QT Ovuto ycranosneno 8 [3,9] GomeneM, a anardos CYHU
QT 6pwm1 ycranosnen 4 (1,95%) meraM. DTo yKaseBaeT Ha TO 94TO ¢opMyna
Fridericia naer nHanbosnee mocToBepHEIE PE3YNBTATHl, YeM ApYrHe. Tak XKe NpH
BbIABEHHE YIMHeHus HHTepsana QT Oonee 440 mc AMKTYyeT HeOoOXOAMMOCTD

HCIOB30BaHHA Halllel JHArHOCTHYECKOM TabHIIBI pacno3HaBaHKHA CHHIpOMa.
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2.3. CHiAPOM Y TRHCHHOIO HHTEPBATA QT y aereii ¢ peBMaTH4eCKojj
AUX0OpaaKoH
PeeMaTHUeCKad JTHXopanKka oOCTacTCA ofHOH M3 Hambonee AKTyanbHpyx
mpodIEM COBPCMEHRON MENNUMHEL, KOTOpas OTHOCHTCA K HHOEeKUHONY .-

AULICPrHYCCKHM 3a00/1eBAHHAM C CHCTCMHBIM ITOPAXCHHCM COGIIHHHTC.HLHO""

TKaHH W BOBJMECIEHHCM B Tponecc MHOrMHX OpraHOB (cocyns! cepaua,
CHHOBHATBHBE 0OOJIOYKH CycTaBoB, cepo3Rnie obosoukH LIHC, nouek, neveny,
Nerax; KoXH i ria3). PeMaTHyecKas JIAXopanka y Bcex o0C/IENOBAHHBIX Hamy

385 GonmEMX nereit Gputa 3apeructpuposaHa y 103 (26,8%) neunBumixcs p
COJIMMIL.

B Bo3spacte or 0 mo 2 ner PJI 3apernctpEpoBano y 2 mereii (1,9%). g
Bo3pacte ot 2 10 7 net y 24 (23,3%) nered, ot 7 no 12 ner y 42 (40,8%) nereii, u
y acted crapme 12 ner y 35 (34,0%) neren. Y 74 (71,8%) nmereii Teuenne PJ]
6p10 ocTpoe, y 29 (28,2%) meteit nogoctpoe. [lo ¢asa akTHBHOCTH npeobnanany
aKTHBHHIE. Janniie CTeNeHH aKTHBHOCTH NPOLECCa MPEQIOKEHE] Ha pHC. 2.3.1

Puc. 2.3.1. YacToTa BCTpe aeMOCTH AKTHBHOCTH PeBMaTHYECKOI0

mpouecca I cTeneER B BO3pacTHOM acneKTe.

00-2 ropa

B 2-7 ner
07-12 ner

O crapwe 12 ner

Kaxk cneqyer us pucymxa 2.3.1. I creners akteHOCTH Npouecca y AeTeH B
Bo3pacte 0-2 ner 6runo y 1 ( 1,0%) 6omsnoro, 2-7 ner y 18 6oneneix (14,5%), 7-12

€T y 23 (22%) 60MbHLX 1 CTapme 12 nery 17 (16,5%) 6onbHLIX.

52



Pac. 2.3.2. HacToTa BCTPE1aeMOCTH peBMaTHYMECKOr 0 npouecca 1l crenenn

AKTHBHOCTH B BO3pacTHOM acleKTe

00-2ropna

@ 2-7 ner
07-12 ner

O crapwe 12 ner

Kak cnexyer u3 pucyHka 2.3.2. Il creneHb akTHBHOCTH Npolecca y AeTeH B
Bo3pacte 0-2 ner Habmonanocs y 1 (1,0%) GonsHoro, 2-7 ner y 4 GONBHRIX
(3,9%), 7-12 ner y 17 (16,5%) GonpHeix H crapme 12 ner y 17 (16,5%)

OONbHLIX.

Puc. 2.3.3. YacToTa BcTpedaeMocTn peBMatTHdeckoro npouecca HI

CTEINCHH AaKTHBHOCTH B BO3pacTHOM

acClieKTe.

B80-2 ropa

B 2-7 ner

07-12 ner

O crapwe 12 ner

Kak cneayer u3 pucynka 2.3.3. Il cTenenb akTHBHOCTH TIpoLiecCa y AETEH B
Bo3pacte 0-2 ner Habmonanocs B 2-7 net y 2 6onbHbIX (1,9%), 7-12 net y 2
(1,9%) 6oneusix ¥ crapie 12 ner y 1 (1,0%) 6onsHoro.
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JHAIOCH MOCIC ficpeHeceHHoN aHruHel (39,4%) wuny

. 6%), HaIH9HA KapHeca 3yGog
y ro 3abonepanis (23,6%0),
pOro  PECnpaTopHO
ocTp & nanai Xanobsl Ha NOBBILICHHE TEMIEPATYPHI Tena

3a601cBaHIe HaY

(43,8%). Y GoBHBX I

0 KOJICHHBIX H TOJICHOCTOMNHE
(58,7%), ba B CYCTaBAX, NpeHMYLICCTBCHH o

(79.5%). OCHOBHBIMH waln

ad

0Gam y GO/BUIMHCTBA NETCH ABNAIOTCA NPOABNCHHS

c"}mpnua - BANOCTD, HCAOMOI'aHHC, NMOBBILICHHAY

aCTCHHYECKOro
LHOCTD, 3MOLHORANbHAsA JAOHNLHOCTE U Numy, 4 -

yTOMIAEMOCTB, PasapOKHTEN
6% zeTeil MeTH B febloTe CyOBEKTHBHYIO CHMITTOMATHKY - bonu B obnacty

cepaua, CCpAUCONCHHA. Tpn ananuse BHAMHECTHYECKHX JJaHHBIX BLISBIIEHO, 9TO
y Zeteii ¢ PJI ZocTOBEpHO Haile, HEM Y 3MOPOBIX BCTPEYANACh aHTe M
nepHHaTaTbHas NaTONOrHA, H OTATOUIEHARIA aHamMHAe3. B Gonsmom uncne
CTyqacB HMeNa MecTo COYETaHHasd NaToIorHs OepeMeHHOCTH H poaos (45,3%
npoTHB 16,9% y 300POBhIX).

CornacRo HAmMM WCCIEIOBAHHAM, COCTOSHHE BCeX DONBHEIX B ocTpom
nepHone B OCHOBHOM Obuno cpefHeH TsDkecTH, B 28,9% cnyyaeB umMenrncs
KIHHHYCCKHE [PH3EAKH HEQOCTaTO9HOCTH KpOBOODpalleHHsA, OiemHOCTS,
OIBINIKA, BRIPAKEHHAS TAXMKAP/INS, YBEJIMICHHE I'PaHHL CEpALa, NeYeHH U Ip.

[Ipa recnea0BaHAH QYHKIHOHAMBHOIO COCTOAHMS CEPAECYHO-COCYAUCTOH
cucTeMl NpH PJ1 Mhl y9MTRIBATH XTHHEHYECKHE H 3NEKTpOKapaHOrpadHueckHe
nanHbie. Bo Beex cyqasx OBUIH BRISBJICHEI padiM4HaA CTEMeEHEb IOpaXEHHA
CEpACYHO-COCYMMCTOH cuCTeMbl. Tak, y 3 (2,9%) GomBHEIX feTeli Ha BLICOTE
320011€BaHHA KOXHElE TOKPOBK GRLTH pe3ko-bnemapMu, y 11 (10,7%) okpacka
6ru1a 61eaH0-po30BOlL.

Ilps nepxyroproM PCHITEHONIOTHIECKOM HCCIIENOBAHHH B OCTPOM
fIEpHOLE OOnEsHH pasmephl CepmIa y moNOBMHEI AeTeli ITOf Fpynnel GbUIH B
PCAenax Bo3pacTHOR HopMbl. Y 24 (23,3%) GompHEx oTMeueno HekoTOpOC

PACIMPERHE IpaHHN cepmua (B OCHOBHOM 3a CYET nesbx oracios) Ha 1,0-1,5

CM H 3T
O BIHAIO Ha TAXECT, 3a60/eBaHNUS. lpn ayckynbrauuu toHs! cepaua
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6oum rayxumH y 9 (8,7%), npurnyimeHusimu y 36 (34,9%) Gomeunix (Tabn

2.3.1.).

Tabnuua 2.3.1.

KanHuveckas KapTHHa oCTPoii peBMaTH4eCKOji JIHXOpPaAAKH

KJIHHHYECKHE H

BonbHKEIEe NeTH B Bo3pacTe

napaKIHHHYECKHE 0-2 rona 2-7 ner 7-12 ner | Crapme 12
INAHHBIC (n=2) (n=24) (n=42) net (n=35)
TsoKkecTh COCTOAHHA!

- cpeiHeH TSHKECTH 2/100 23/95,8 42/100 33/943
- TAXEJIO0e 1/4,2 2/5.7
Hauano:

- OCTpOE 2/100 19/79,2 37/88,1 19/54,3
- IOCTENEeHHOoEe 5/20,8 5/12,9 16/45.,7
BsuiocTh 2/100 24/100 29/69,0 8/22.8
BecnokoiicTBO 2/100 16/66,7 6/14,3 3/8,6
Kamens 1/50 11/45.8 10/23,8 7/20
Pa3apaxTeTLHOCTD 8/33.3 19/45,2 11/31,4
YTOMISEMOCTD 1/50 17/70,8 21/50 10/28,6
OMOIMOHAILHAA 7/29,2 24/57,1 19/54.3
NabWILHOCTD

bonu B obnactu cepaua 6/25 18/42,8 17/48.,6
Cepanebuenue 2/8,3 5/12.9 9/25,7
brnemHocts 1/50 8/33,3 7/16,7 6/17,1
Temneparypa:

- cyodebprisHasn 2/100 11/45,8 15/35,7 7/20

- pebpunbHag 1/4,2 6/14,3 3/8,6
[TornapTpHT 3/12,5 6/14,3 4/11,4
ApTpanrug 1/50 20/83,3 40/95,2 30/85,7
Kapaur 2/100 19/79,2 37/88,1 21/60
Xopes 16/66,7 19/45,2 6/17,1
KonouesumHas apureMa 2/4,8
PeBMaTHUECKHE Y3EKH

[Ipyurnmymensocts ToHos | 2/100 17/70,8 21/50 10/28.6
CepreuHnii mym 8/33,3 15/35,7 19/54.3
YBenuyeHHe neveHu 2/100 16/66,7 11/45,8 1120
Hapymenusa putma 8/33,3 19/45,2 6/17,1
Pacmnpenne rpanny

ceépaua 2/100 7/29,2 23/54.8 19/54,3
Henoctatounocts

KpoBoobpatexns 11/45,8 13/30,9 9/25,7

JleiixounTos ¢

55




sirrpodILIc3cM 1/50 18/75 33/78,6 28/30 :
l\“ 1L:Ncmie CO3 2/100 19/79.2 31/73,8 | 29/82,8*___
;’:z'nmcmle CPb 19/79,2 29/69 28/80 T
3KT:

. *pIEYHOrO
T 12/50 16/38,1 [ 19/54,3
- IKC TPACHCTOUINS 5/20,8 4/9,5 3/8,6
. HHE
p:,:,lg_?.’:]pf,gamm 1/50 8/33,3 19/45,2 23/65,7
OYKOB

?\ ::gﬁmemle AB 5/20,8 5/12,9 4/11,4
NPOBOANMOCTH
- yANHHCHHE HHTEpBana 3/12,5 5/12,9 7/20
QT
3XO KT
- mponanc MK 9/37,5 4/9,5 5/14.3
- REZOCTATOTHOCTD HITH
CTCHO3 KJjanasa 2/8.,3 2/4.8 1/2.8
- HApYmEeHHS COKPaNlCHHA 8/33,3 6/14,3 6/17,1
MHOKapaa
PeHTTeHONOrHIECKOE
HCCJIeJOBaHHE:
- yBEJHYEHHE pPa3MEPOR 11/45,8 13/30,9 8/22.8
cepana

Ilpuseuanue: 8 yuchumene — abconomuoe yucno, 6 snamenamene — npoyermui.

Kax Mb1 BabmonaeM B KMHM9eckoi kapTure PJI Y AeTel npeodnagasnu

TAaKHe CHMOTOMM, KaK ORICTpas yTOMIfAEMOCTs, apTpamrus, cyogebpunruas

TCMTICPaTypa Tena, KapauT, SMOLMOHANTbHAS NIA6HIEHOCTE, PasaPaKHTENBHOCTD.

IIpn  aycxymraumn npurnymenwe Tomos CEpana, MOABJEHHE IIIYMOB,
[IEPKYTOPHO - pacHIMpeHHe IPaHHI{ CEp/Ia.
[okasatemn neTepsana QT NpHBEACHR! B Tabnvie 2.3.2.
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Ta6miusl 2.3.2. ApH H3MEPCHHH HHTCPBaNA QT y 0bmerq
camaectea gereii [103] cocTaBi 330+3,0 Mc, MpH BBIYHCIEHHE DOpMyjg;;

Bazett 300:3,0 MC, DH MOTMQHIMPOBAHHOR GopMYyne Bazett 407 £4,0 mc, ppy,
a3 378+3,0 Mc, MTPH BHMHCICHHE dopmynoit Sagie 38142 6 e

Kax BiUIHO M3

popmyne Friderici
M1 MoXeM YBIAETb, STO Y GONBHBIX f€TeH C PJI W3MepeHHEIIT HHTeppay

QT otanuaerca ot Bazett Ha 30 Mc; KOppMTHpoBaHHbIH HHTEpBAN QT oTnuvaercy

oT 1H3MEpEHROro HHTEPBANa Ha 77 mc, ot Bazett Ra 107 Mc, ot Fridericia na 29 MC,

ot Sagie Ha 26 Mc; Fridericia OTIHY2€TCA OT H3MEDEHHOTO MHTEpBANa Ha 48 Mc, ot

Bazett Ha 78 Mc; Sagie OTIHYaeTCA OT M3MEPCHHOTO MHTCPBANA Ha 51 mc, ot
Bazett Ha 81 mc, ot Fridericia 3 Mc.

B tabmiue 2.3.3. Mbl MPHBOOMM JaHHEIE JOCTOBEPHOCTH (t) pasHocTth

cpeanix 3HadenHii iHTepsana QT y OonbHBIX nereit ¢ PJI.
Tabnuna 2.3.3.

JlauHBIe A0CTOBEepHOCTH (t) pa3HOCTH CPEAHHX 3HaYeHHH HHTepBana QT y

6oLARIX geteii ¢ OPJI

dopmymu | Mamep. | Bazett QTc | Frndericia [ Sagie P
QT
H3wuep. 7,1 < 0,05
QT
Bazett
QTc 15,4 21,4 5,8 5,4 < 0,05
Fridericia | 11,4 18,6 < 0,05
Sagie 12,7 20,2 ¢« 0,05

Ecn 52,5, 10 P0,05. U kak BuaHO m3 Tabmmumr 3.3.3., OaHHble
AocToepHH! Mexay Gopmynamu: QTc H u3MepennsiM mHTepBanom QT, Bazett,
Fndencia, Sagie; Fridericia u M3MCPEHHBIM HHTepBaioM QT, Bazett; Sagie M
HOMCPCHERIM  vETcpBanoM QT, Bazett, a gaumnie mexny Fridericia u Sagie
HCIOCTOBEPHEI, MIOTOMY HYTO 3HAYEHHA 110 3THM (OPMy/IaM MOXKHO CKa3aTh, [10YTH
HICHTHIHEL. 3aCITyAMBACT BHHMAHHE NDHIENN KONeHaHNs unteppana QT, rae y
BCEX DOMbHBIX JeTeil mpu HSMCpEHHOM HHTepBana QT 240-400 mc, npH
BhriHCaeHHe dopmynoii Bazett 250-420 MC, IPH MOmMpHLUKpPOBaHHOH (opMYC
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Bazett 287-588 Mmc, npu Qopmyie Fridericia 270440 wmc, npu BuIYHCHEHHE
¢opMynoﬁ Sagie 335-446 Mc. JTH JaHHbBIE NMpeACTaBicHb] Ha puc.2.3.4.
Puc.2.3.4. [loxasare/in Kos1ebanuit vurepsasia QT y neteii npu

peBMaTHYECKOH JHXOpaake

O QT uim

aQTrs
O0QTc
OQTF
BQTs

O QT nam 240 400

@ QT8 250 420

B0QTec 290 590

OQTF 270 440

®QTs 340 450

HeobxomuMo oTMeTHTh 9TO, nMpHaeiabl konebanni uaTepBana QT wxpoko
BapbHpoBaM. [Ipn BbIMHCIEHMH KoppHrHpoBaHHoro HHTepBana QT 3HageHHA
nmpesbimant 440 mc Ha 148, npu Beucnenuu dopmynoit Sagie Ha 4 Mc. 310
yka3bIiBaeT Ha Oonee BEICOKHE TMOKa3aHHsA NMPH BHIYHCICHHH MOAH(QHLIHPOBAHHOM
dopmynoi Bazett nns xoppuruposaHHoro uHrepsana QT. YUto ykasemaer Ha TO
yro, m3Mepenne Goparynoil Bazett nns koppurmposarHoro uHTepsana QT umeer
IMpoKKHH NpHaen koneOaHHWi, yka3bnlBalOUWHH Ha MaTONOrMYECKOE YKOPOYCHHE
WIM yLTHHEHHE HHTEpBala, HO KIHHMYECKOM CHMOTOMAaTHKH He ObLIO.
[lapaMeTphl ANIUTENBHOCTH 3JIEKTPHYECKOH CHCTOJILI B CDAaBHEHHMH C M10KA3aTEIsAMH

30OPOBLIX J€TEH B KOHTPOJILHOM IPYNNeE npeacTaBieHk! B Tabnuue 2.3.4.
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Kax cnemyeT M3 Tabanumt 2.3.4., COOTHOMIEHHE NPOLOIKHTENLHOCTIH
3NeKTPHYECKOH CHCTO/BI, BBIYHCIAEMOE OT Hauana Q w oo konua 3ybua T
31eKTPOKapaHOrpaMMet, ¥ OonbHuX aetei ¢ PJI npu u3mepennoM uutepeaie QT
u no ¢opmyne Bazett paznugaloTca naHHsie B Bo3pacte ot 0 go 2 ner, ot 2 no 7
ner y OONBHBIX H 3JOPOBBIX NCTEH, HMEA CTAaTHCTHYECKH NOCTOBEPHBIC AaHHBIE
(P<0,05). Koppuruposantbii iHTepsan QT uMeer pasnuwmsa no Bo3dpacty M no
nomy, HMed CTaTHCTHYECKH MOCTOBEPHBIE pa3nudug, T.e. P<0,05. dopmymnm
Fridericia u# Sagie pa3zanyatorcs B Bozpacte ot 0 1o 2 ner, ot 2 1o 7 ner 1 ot 7 10

12 ner, a B BO3pacrte crapuwe 12 ner AaHHble 3A0POBBIX M OOMBHEIX HeTe

MPpaKTHYECKH HACHTHYHBI.

Ilpn obcnepopanun 103 GonbHeIX ¢ peBMaTHYecKo JHXopamkoH 6suio
BLISIBJICHO YIUTHHeHHe AHTepBana QT no ¢opmyne Bazett y 16 (15,5%) GomsHBIX
OETEH, TMpH BHIYHCIEHHH NO MoOUHUMpPOBaHHOH dopmyne Bazett s
koppurupoBaHHoro uHTepBana QT yannuenue y 18 (17,5%) GonbHBIX neted, no
¢opmyne Fridencia y 10 (9,7%) GonbHeIX nereit H no dopmyie Sagie y 9 (8,7%)
bonbHBIX AeTei. BrisBnenHoe yanuHenue uHtepBana QT nmo dopmyne Bazett
cocrarnsier 15,7%, HO KIMAMKO-MHCTPYMEHTAIbHbIE NMPHU3HAKH OTMEYEHBI HE Y
BCEX BLIABJICHHBIX OONbLHBIX.

[Tpy peranbHOM  KIMAMKO-MHCTPYMEHTANLHOM  o0cnenoBaHHe OeTel
yamuHerue uaTepBana QT Oruto ycTanoBnieHo 6 (5,8%) 6onbHEIM, a muarsos CYU
QT 6wu1 BruBieH v 3 (2,9%) nmeteii. Jlnaraosz ycraHaBIHMBAICA OO KJIHMHHKO-
3NeKTpokapaHorpadudeckne kputepusaM P. Schwartz, mo koTopsM Bce Tpoe aerei
nonyuyumn 6onee 4 6annos, T.e. AMarHo3 CYHM QT Bricoko BeposaTeH. Taxke Mbl
pabotanu ¢ auarHocrrdeckod Tabnuuer pacrniozHaBaHua CYHU QT, nmo koropo#
3TH AeTH NONyywnH cymmy Oannoe csbilne +18, YTO yka3hiBaeT Ha HalW4yHe

JAHHOro CHHIApOMA.

Bcem TpouMm netaM, 6vut moctasnen auarno3 CYH QT - ¢opma Pomano-
Yopga. YV ocrameHEX 3 (2,9%) nOetcd yANHHEHHE BTOpPHYHOE, 32 CUET
THNIOMarHMEMHH M rHnokanuemMuy (Maruui MeHee 0,08 MMonb/n M KaTHi MeHee

2,5 mMons/n). Hipke B Tabauie npuseaeHn AaHusie 3 6onpabx aereit ¢ CYU QT.
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Tabnuua 2.3 5

Moxa3sarenn uutepsana QT y Goabuuix aereit ¢ CYH QT

i Nanunte QT
BonsHuIe QT H3M QT B QT C QT F QT S
Kybacs M. 0.40 0,33 459 450 437 —
Pomano-Yopaa
Towremuposa 11 0,39 0,33 459 440 438
PomaHo-Yopaa
Ab1ymarmroHoBa M. | 0,40 0,32 478 450 446
Pomano-Yopna

ITpusenem mnpuMep Hamero Habmogenns: bomeHoi Kybaes Mexpox,
23.01.1999 r. poxkaernsa nocrymun 10.10.2011r. Ha 2 Mecsau 3aGosneBanus No
ncropry bonesun 11714/998. [inarvo3 oph moctymuerne: Ocrpas peBMaTHyeckas
JHXopanKa. AKTHBHOCTL 2 CT. PesMokapaut. Xopes. Aprpanrus. XKanoSsl mpu
DOCTYIUNICHHM Ha OomH B CycTaBax, cnabocTh B Horax, H3MeHeHHE HOYepKa,
FPHMacHH4aHbe, Kallesb, cepaueOnenHe, oOMopokH, cabocTs.

H3 aHaMRe3a peGerok Goner B Teaenne 2 Mecanes. 3aboneBanye HAIANOCE
nocrencHBO. [locne nepeHeceHHOHW AaHIMHM HOABHIMCH GONH B CyCTaBax,
NI€Tyqero xapaxrepa, 3ateM bonu B cepaue, cnabocts B Horax. B aMOynaToOpHEIX
YCHIOBHAX HC NIETUNHCE. B CBA3H ¢ yxymmennem obluero cocTosHus, mosBiIeHHA
MOpraHMA BEK, NPH3HAKOB XOpeH 0OpaTHIHChL B COOMMII, pebeHok ot 6
OcpementocTn, 5 poaos. BepemenHocTE ¥ pomi MpoTekanu HopManbHo. OnHa
bepemenHoCTs 3aKOHYHMBack HCOpPOH3BOIBHEIM BRIKMObINIEM. Pomwica B CpOK,
Maccod 3200 rp, poctom 54 cM. Pebenox poc M paiBuBancs B CpeJHHX

MATCpPHAILHO-OLITOBKX ycoBmax. Yacto oonen: OP3, OPBHU. Heckombko pa3



PomuTenH 310poBBI, Opak poACTBCHHEIA. BpaT oTua ymep BHesanHo B
pospacte 32 net. Ilpn obBCKTHBHOM 00CneI0BalHe: obluee COCTORHHE CpenHei
TSDKECTH, B CO3HAHMC, peOCHOK rpuMacHuyYaeT, noaMurusaer. KosxxHele mokposel
po30Boit okpacki. CycTaBbl HC H3MEHCHRI, KOJIEHHBIE M TOJICHOCTONHBIC CYCTaBki
GonesHeHHbI MpH nasnauuiy. JlbixaHHe Yepe3 HOC CBOOOOHOE, IPaHHIBI NErKHX
COOTBETCTBYIOT BO3pacTy, ayCKyJbTaTHBHO B JIEFKMX BAICTYIUHBAETCA XECTKOE
apxaHig. OTHOCHTENBABIE MPAaHHLBI CepALa: cnpasa Mexxay L.parasternalis dex u
L. Sternalis dex, Bepxnss — Il mexpebepne cnera, nesas - 1,5-2 cM KHapyx# or
L.mediaclavicularis sin, npH aycKynbTalHH CepALa TOHBl CEpANa NPHTIYMIEHH,
BHICJIYILIHBAJICA CHCTOJIHYECKHH LUYM Ha BepXyIlIKe HEOPraHHYECKOrO XapaKrepa.

SI3nik 06J105keH O€NBIM HarieToM. 3€B FHNEpEMHPOBaH.

JupoT MsTKHH, 6e300/1€3HEHHEIN, NTedeHb H celle3cHKa He NabIHpYeTcH,
MOYEHCITYCKaHHE CBOOOOHOE, CTyN perynspHuii. B ananuse kposn: Hb-102,0r/n,
3p-3,4 x10'Y" | II11-0,8, L-10,4 x10°* |, COD-32 am/9, n-2, c-63, 303-2, mM-32,
ba3-1; B Mo4e conM okcanatos B OONBIIOM KOJMHYECTBE, B Kase cau3s ++; 3X0 KT
— IMNepTpodHs MHOKapaa JIEBOTO Xenymodka, HeGonmlioe nponabHpoBaHue
MHTPAJILHOTO KJlanaHa.

Hwoxe npueenen pucyrnox 3KI' nanvoro 6onsHoro (puc.2.3.5.).

m?h_lf_m:;rts.Pﬂ T13832 | . { ' l l l l
i AL ,-:;ﬂ...h_._,r.-. -...._.-—_..___.-;‘.43:_. -J. — I.—-— hau 6% PR ,---_.,,.:----.J -~
Ii' ,,1 _ii'Y‘.lr,,_,’Ifwdknf. '.i.

*,,_'_,J —--—-L*—-—F’ l {*e_ﬁf«\Jvm__.u}ﬂ aLMJ‘J,,—Jw

e %4,,\4__&. 44\% 5 RIS O F B

QT=480ms QTc=510ms

Puc. 2.3.5. Ha OKT ébingnero- puniat cuiycogsiit npagubhbiu, HOpManbhoe
nonoxcenue 30C, npusnaxku nepe2py3ku negozo sxceayoouxa. Huemun suoxapaa.
Ilpu uccnedosanue unmepeara QT 6bL10 ebiaagneno: usmepennvid QT-0,48; OT no
Bazett — 0,33; QTc -510 mc; QTcf no Fridericia — 490 mc; QTcs no Sagie — 487,
Ymo yxkasviaaem na yonunenue uimepeana QT.
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Jlns YCTAHOBMCHHR IMArHO33 CYH QT Onum HCMONB30BaHBl KNMHykg.

w1c1\TpoxapJIIOI'P8¢H‘l¢CK"e xpHTepHH 1o P. Schwartz, rne y Hauero OonkHorg

Gh011 BMABTCHM: YTHECHAE KOPPHIHPOBAHHOTO MHTCpRANia QTc bonee 450 .-
16.. ansTepHauus 3ybua T — 1 6., cHHKONE — 2 6., HAIHYHE CIY4YaeB BHe3anHoj
emepTit B cembe — 0,5 8. TlocaHTas CyMMy HabpaHHBIX 6aLI0B monyuisocs 45
Gantos, 0 auardos CYH QT BhICOXO BEPOATEH. IIpu paboTe ¢ AMarHocTHYecKoj
tabymueii  ane  pacnosnapaAna CYH QT wMBl mDpoBenH CyMMHpOBauye
cooTBercTBytolnx HaHHuX: HHTepsan QT Oanee 440 Mc+10, unTepsan QT
dopmyne Sagie Gonee 440 mct+8, mhrepBana QTc mo ¢opmyne Fridericia +5,
pasiiua QT Ha 3KI' y poncTBEHHHKOB Gonbe 440 mc+3, pasunua QT Gonee 440
Mc y obcnexyemorot4, CcHHKome+3, MEpBHH CHHKOMe 10 7 nertl,
NpeACHHRONATLHEIE COCTOAHHA B aHaMHe3et2, aneTepHauMA 3ybua T+3,
XETYJOIKOBas IKCTPaCHCTOUIMA B IMOKOe+2, CHHYCOBas OpagHapuTMHs+2,

ciMITaTHROTORHA+], MyxckoH mon-3. Mm Babpamy cymmy 6Gamwos +41, gro
YOOCTOBCPACT Ha/IH4He Y Hamero 60bHOro CHRApoMa PoMaHo-Y opza.

Taxum  obpasoM, y nHamero ©OombHoro Ha  ¢oue  OPJI
3NEKTPOKAPAHOTPAQHICCKAM M  KIHHHYECKHAM METOAOM  3aperHCTpHMpOBaH
BPOXICHHBIH CHHAPOM ya/mueHHoro uutepsana QT - popma Pomano-VYopna.

CneaoBarensHo, MpH PEBMATHYECKOH JIMXOPALKE Mbl BLIABWIM YLIHHEHHUE
maTepeata QT  mo ¢opmyne Bazett y 16 (15,5%) 6GompHbix nereil, 12)0)%
BRMHMCIICHHM [0 MOTHQHIMPOBaHHOH opMyne Bazett mnd KOppHrHpOBAHHOIO
HuTepeana QT yanunenne y 18 (17,5%) Gonbeerx gereit, no ¢opmyne Fridericia y
10 (3,7%) Gomsarx neted i mo opmyne Sagie y 9 (8,7%) Gomsurx gereii. TIpH
BAMHC/ICHAN HHTepBana QTc 3HagcHMs mpesnmmanu 440 mc Ha 148, dopMmyo
Sagie na 4 Mc. 310 yxassBaer Ha Gonee BEICOKHE NMOKa3anHA MpH BBLIYHCIICHHH
MONMQHUHpoBakHOH dopMynoii Bazett gnx KoppurupoBarHoro uHtepsana QT,
AEM BAITHCIICHHRBIC NOka3aTenn GopMynamu Fridericia u Sagie. Yto rosopHTh O

ToM, 910 Qopmyna Fridericia maer HanGonee AOCTOBEPHLIC pe3y/nbTaThl, YEM
ApyTHe.



2.4. Cunapom yanuienuoro nurepsana QT y nereii ¢ nesapamenen
MEARCTYI0YKOBOH NEPEropoaKkH

BpoxeHHbIE MOPOKH cepaua - BeChMa OOIIMpHaA H pa3HOPOAHAs Ipymna
3a00JicBaHUH CCpAlla H KPYNHBIX COCYOOB, CONPOBOXIANIINXCA H3IMEHCHHEM
KpPOBOTOKA, NMEPErpy3koil H HCIOCTaTOYHOCTHIO cepaua. YactoTa BCTpeuaeMocTH
BPOXKACHHBIX TOPOKOB CEpaUa BLICOKA M, MO OUCHKE pa3lM4HBIX aBTOPOB,
konebnerca ot 0,8 mo 1,2% cpenn Bcex HoBOpOXAEHHBIX. BpoxaenHsle nopokn
cepaua coctasnaoT 10-30% Bcex BpokneHHbIx aHoManwii. He 3apauienne
MeXOKeTynoukoBoit neperoponkd (HMDKIT) - Bcrpewaercs HamGonee wuacTo,
nmpH4€éM KaK B H30JHPOBAHHOM BHIE, TaK H B COCTaBe MHOIMX HPYTHX IIOPOKOB
cepaua. Cpean BIIC 4actora paHHoro nopoka sapeupyer ot 27,7 mo 42%.
OQVHaKOBO YaCTO BCTPEYAETCA KaK Y MATLYHKOB, TaK H Y JIEBOYEK.

HMOKII spisiBneHo y 77 OompHBIX OeTell C KapauOpeBMATONOrAYECKOMH
natonorHed. 3 nux B Bospacte ot 0 g0 2 ner 6510 39 mereit, ot 2 go 7 ner 19
nere, or 7 ao 12 ner 10 nereii ¥ crapuie 12 ner — 9 gereit (1abn. 3.4.1).

Tabmama 2.4.1.

PacnpenesieRHe geTeH Mo BO3pacTy H Oy

Ilon 06cnenoBaHHbLIX
Bospacr nerei Manp9vKH Hesouxn
0-2 rona 23 29,9% 16 20,8%
2-7 net 13 16,9% 6 7,8%
7-12 net - 5,2% 6 7,8%
Crapme 12 ner 5 6,5% ~ 5,2%
Bcero 45 58,4% 32 41,6%

Kak Bumno w3 Tabmuupl 2.4.1. u3 Bcex oOcneayeMbIX BhLABIECHO 45
MAJIbYKKOB M 32 NEeBOUYKH, 4yTO cocTasnser 58,4 u 41,6%.

[Tpy anamM3e aHAMHECTAYECKMX NAaHHLIX BHIACHWIH, 9TO CPEIH ACTEH ITOH
rpynme y 70% Matepei GepeMeHHOCTH NPOTEKANa C OCJI0XKHEHHUAMH: NOCTOBEPHO
yalle 3aperMCTpHpOBaHbl TOKCHKO3 TEPBOH NOJOBHHLI, YTP03a TNpepbiBaHuA
bepemennocty, OPBU Bo Bpems OcpeMEHHOCTH, TMPHEM NCKAPCTBEHHBIX

npenaparoB Bo Bpems OepeMeHHOCTH. € BBICOKOM YaCTOTOH OTMEYANOTCA
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CTPCMHTC/IBHBIC H OBICTBIC POIIEL. 3afoneBakie BHABIACTCA B MEPBLIE Heneny 4

MCCAUR! XH3HH.
Jletn ¢ HMDKIT poxaatores Hallle ¢ HOPMAlIbHOH MaccoM Tena, a 3atey

IOXO NpHOABMAIOT B BCCC. Ipusmnoi runorpodpur 1-2 cTenenn spasiorcy
HoCTOSHNOE HENOeNaHHe (ANHMEHTapHHIH (aKTOp) M HapynIeHHe reMOAMHAMMKy
(3-33 N€BO-TIPaBOTO COPOCa Pa3BHBACTCA THMOBOICMHSA MKK). Xapakrtepna
MOTTIBOCTh 33 CYET BLUACICHHA KOXeH 3aJIepXKaHHOH XHIKOCTH H 3a cyer
[HTIEpCHMNATHKOTONWH (B OTBET Ha CEPAETIHYI0 HENOCTAaTOYHOCTE). KoxHuie

NoKpOBLI G/1eAHBIE C HEOIBITHM nepH(pepHIECKHM IIHAHO3OM.

CocTosHHe pacleHHBANOCh B OCHOBHOM Kak TsDKesioe y 68,8% GonsHuix u
xak oueHs Tkenoe y 31,2%. Hecmotps Ha aMOynaTopHoe nedeHue, cocTosHue
HEKOTOPHIX feTell MPOrpecCHBHO YXyAmanoch, B CBA3H, C 9e€M OHHM G6wumy
rocHTAMTH3ApOoBaHKl. Bee AeTA MOCTYNANH B CTAMHOHAP C ABACHHAMH CEpIEYHOI
renocratoTHocTH I-I1 creneEn. B KpHTHIECKOM COCTOSHHH Y TDKEJIRIX GONBHBIX
OTMEYaIHCh HAPYIICHAA PEryIAlMA XKH3ACHHO BaOKHLIX QYHKUMHA, 9TO JHKTOBANO
TOCOHTAIM3AOMA HX B pEaHHMAOMOHHOE OTACIEHHe. B 57,6% ciaygaes
Ha0/mONCHHM BLIABICHO YCHICHHE pabOTh armapaToB KpOBOOOpAlLEHHS WU
ABIXaHHA.

Kmmmecxne nprsiakk HMDKT1 mposBIsSnMCE cepAeYHO-COCYOMCTRIMH
PacCCTPOHCTBaMH, KOTOPHE XapaKTepH3OBANHCh 00meil 6neqHOCTHIO, IMaHO3OM
HOCOrybHOrO TpEyTONbHMKA, OABINKOH MO THIIY TaXUIHO? y4acTHeM
BCOOMOraTeTbHOH MYCKYNaTypul. Hepeako BO3HMKan HaBS39MBEIA Kamiesb,
YCHTHBAOMHUHCA NPH NeEpeMene MONOKEHHA TeNa, KOTOPHIH COMPOBOXAAICA
3aCTOMHBLIMH XDHNAMH, 9acTo - NIOBTODHBLIMA NMHEBMOHUAMH. [IpH ¢Pu3HuKansHOM
00CNIEI0BaHHH  CEpHCYHO-COCYAHCTON  CHCTeMbI BH3yallbHO  omnpeAceasics
CEpAETHRA  "rop6" 3a cuer yBenmueHms nmpasoro xemynouka (38,4%).
Bepxymeunsiii Tonyox 6w Pa3NHTOH, YCANERHRIH, ONpenessUICcs MaToNorHueckui
CCPACTHLIA TONYOK. Y NaRIHBANOCH CHCTONHYECKOE ApoxaHuc B 3-4 Mcexkpedepbe

¢ n
€B3, NEPKYTOPHO TPAaHHIM OTHOCHTENLHON cepaeyHoli TynmoctH GbUIH
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paclUMpCHBl B obe CcTOpOHEI, o0co0eHHO BieBo. Bricaymnsancs rpyOsli
ckpebyero tembpa CHCTOIHYECKHH [MIyM, CBfi3aHHBIA C | TOHOM, ¢
MAKCHMaIbHOH TO4YKOH BBICTYmiMBaHMA B 3-4 Mexpebepbe (pexke - Bo 2-3
mexpebepbe) cleBa OT TIpYAHHB, 2 TOH Hall JNEroYHoH aprepued Gbin
aKLEHTHPOBAaH, YaCTO PaCLIETUICH.

B OONLIIHHCTBE CAYYAcB C MEPBBIX [OHEH HWIH MeECAUEB >KM3HH B
KITHHEHYECKOl KapTHHe OBUTH BBIPaOKEHBl TNPH3HAKH TOTANBHOA CepaedHOH
HeOQOCTATOYHOCTH:  YyBeJIHYeHME [MedeHH H  ceyedeHkH.  Hapymenwe
KpoBOOOpallCHHA, TNpoTeKaBWas M0 THITY HEAOCTaTOYHOCTL CepAua oT
neperpys3kH, COCTOAHMHE, IPH KOTOPOM CHIDKAETCA COKPAaTHTENIbHAasA CIIOCOOHOCTD
MHOKapIa B pe3yJbTaTe MNEpPeyTOMICHHS M BTOPHYHLIX H3MCHECHMiIl HAa OCHOBE
runepdyHximy, Rabnroganace y 67 (87,0%) nereit 3To#t rpymmsl.

HK I crenenn auargoctiposano y 11 (14,3%) nereit, HK II A crenenn y 30
(38,9%) meteit, HK 11 b crenenn y 29 (37,7%) mereit u HK III crenenun y 7 (9,1%)
nereir (puc.12). CreneHr HapymleHus KpOBoOOpalleHMs ONCHHMBAIM MO
knaccuukammmn H.JI. Ctpaxkecko n B.X. Bacunenko (puc. 2.4.1.).

Puc. 2.4.1. YacTtoTa BLIABJ/IeHHS HEAOCTATOYHOCTH KPOBOOOpaLleHHS Y

ooapnukIx ¢ HMOKII

|||'L'I'; 9,1 lcr; 14,3

4

Qlcr
BllAcT
DiBer
Olller

NBer; 37,7

_ IlAcr; 38,9

Y Bcex 6onpuex ¢ HK Hapymanack cepiednas qesTeasHocTs, namensiacs YCC, a

y 5 (6,5%) neTeit oTMeuanuch, HapylieHHUs puTMa cepaua (Tabn.2.4.2).
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Kanrngeckas xaprunaa HMXIL

Tabnmua 2.4

S

- e BonbHBIE ACTH B BO3pacTe b
E;:;ﬂ::ﬁ:;cme 0-2 roaa 2-7 net 7-12 ner | Crapuwe 12
JaHHBIE (n=39) (n=19) (n=10) JeT (n=9) J
: gl R 30/76.9 14/737  |5/500 {4/44.4
- 09€¢Hb TAKEN0E 9/23,1 5/26,3 5/50,0 5/55,6
) e 34872 |14m3,5  |7700 | 9100
- 33aTOPMOXKEHO 5/12,8 5/26,3 3/30,0 _-
Banocts 29/74,3 15/78,9 6/60,0 2/22.2
BecnokoHCTBO 27/69,2 13/68,4 2/20,0 1/11,1
Kamems 32/82,1 11/57,9 6/60,0 2/22.2
Omemika 33/84.6 10/52,6 5/50,0 7/717,8
Brcrpas yrommsemocts | 31/79,5 17/89,5 7/70.,0 8/88.9
BneaHocts 35/89,7 16/84,2 8/80,0 9/100
[Inanro3 HOCOrybOHOrO
TpeyroIbHIRA 34/87,2 15/78.,9 6/60,0 6/66,7
[TosToprEle MAeBMORAH | 30/76,9 14/73,7 8/80,0 7/77.8
CepacysnlH rop6 2/5,1 3/15,8 6/60,0 6/66,7
Pa3imHToi H YCHNIEHHRIA
BEPX YLIETHLIH TOTY0K 131/79,5 12/63,2 7/70,0 6/66,7
CHcTomHdeckoe
JpOXaHAE 11/28,2 5/26,3 - 4/40,0 3/33.4
[epKyccHs:- pacimpenne
TPaHHI[K BJIEBO 33/84.,6 11/57.,9 6/60.,0 5/55,6
-pacHpeyHe rpaHHIIL B
0be cTopoHm 15/12,8 | 5/26,3 2/20,0 3/33,4
[purnymennocTs ToR0B | 22/56.,4 ]'17/89,5 8/80,0 8/88,9
CepnewHuIi mym 39/100 18/94,7 9/90,0 9/100
 Hapymerns pimya 5/12,8 flzfss,z 7700 | 4/44.4
Y BeneHHE NederH 33/84,6 13/684  |4/400 | 6/66.7
JKT™

- 0TKIoHeHHe D0C

BOpPaBo 27/69,2 12/63,2 6/60,0 7/77.8
- KOMOHMHHpOBaHHas

rUnepTpodus 30/76,9 13/68,4 | 4/40,0 3/33,3
ACTYI09XKOB

g_frmmnerme HATepBana | 2/5,] 5126,3 2/20.0 2/22,2
3XO KT 7 ‘,
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[ manslii aedeKT 29/74,3 9/47,4 3/30,0 4/44 4
- cpeanii aepekT 9/23,1 7/36,8 4/40,0 2/22,2
_ GonbLuoii AedeKT 1/2,6 3/15,8 3/30,0 3/33,3
PeHTreHOJOrH4EeCKOE
HCCJIEOBAHNC!

- yBENHYEHHE Pa3MCPOB 14/73,7 7/70,0 8/88,9
cepaua 23/58,9
- runepsonemus B MKK el 5/26,3 2/20,0 /11,1

prueuam:e: 8 yucaumeae — abcoaromuoe YUcCno, 6 3HamMenamene — npoyermul.

Hccnenosande OWOINEKTPHYECKHX TPOUECCOB B CEPACYHOW MBIMUE C
Ip¥MEHEHHEM CTaHAapTHBIX orBeleHHH OKI' no3BoJWIO BBABHTH HapyHICHHA
BCEX OCHOBHBIX PYHKUHH MHOKapaa.

Y 46 (59,7) 6ompuex neret Ha JKI' oT™Medancs nMpaBHIBLHBIA CHHYCOBBIN
PHTM C TaxXHMKapAHeH, TOMBKO Y 28 (36,4%) Obu1a cHHycOBas apUTMHA, TAXHKapIHA
gocturana 180-200 ypmapoe B 1 MuHyTy. CpenHss 4YacToTa CEpPHOEYHBIX
coKpalleHMM coctaswia 112+31,2 ymapoB B MHHYTY, IpH4YeM HalOmroganacs
otueTIMBas 3aBucUMOcTb YCC ot TshxecTH 3a0051€BaHMA.

IMpn u3Mepennn uHTepBana QT y obmero kxonuyectsa mered [77], on
coctaeun 290+10,0 mc, mpu BhdHCIeHMM ¢opmynon Bazett 270+5,0 M,
moavHIMpoBaHHOil ¢opmyne Bazett 407 +5,5 mc, mpu ¢opmyne Fridencia
35844,1 Mc, mpn BbIuMCIeHHH ¢opMynoH Sagie 360+3,5 mc. 3acayxHBaet
BHHMaHWe npuaensl konebanns uATepBana QT, roe y Bcex OONMLHLIX AeTeH MPH
u3MmepeHHoM unTepBana QT 200-400 Mc, npu BuIdHcNeHHH opmynoit Bazett 210-
360 Mmc, npu MomuduiMpoBanHON ¢opMyne Bazett 316-548 mc, npu Qopmyie
Fridericia 271-468 mc, npu BeruciacHue dopMynoin Sagie 292-454 mc.

IMokaszateny unteppana QT nprBeneHs! B Tabmuue 2.4.3.
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Mnpl MOXeEM YBHAETb, 4TO Yy OonbHeIX aereit ¢ HMKII H3MEPEHHBIN
uurepsan QT orniyaerca ot Bazett Ha 20 Mc; xoppHruposannbiii HiTepsan QT
OT/IHYACTCA OT H3MepeHHoro HHrepsana Ha 117 mc, ot Bazett Ha 137 Mc, ot
Fridericia Ha 49 mc, oT Sagie Ha 47 mc; Fridericia oTnH4aercs ot u3MepeHHoro
unTepsana Ha 68 mc, or Bazett na 88 Mmc; Sagie ornmumaercs oT w3MepenHoro
unTepsana Ha 70 mc, ot Bazett Ha 90 mc, ot Fridericia 2 mc. Yro ykaseiBaer na 10
yTO, 13MepeHne ¢opmynol Bazett nna koppuruposanHoro uHrepsana QT umeer
WHPOKHIl mpiaen KosjebaHHH, yKasbiBalOIMIMI Ha NAaTONOTrXWYecKoe YKOpOYeHHE
WIH YUTHHEHHE HHTEpPBAJIA, HO KJIHHUYECKOH CHMITTOMaTHKH He Ob110.

B Tabmiue 2.4.4. MBl NpHBOOMM [OaHHble NOCTOBEPHOCTH (i) pasHOCTH
cpenHux 3HaueHnui nutepeana QT y 6oneHeix aereit ¢ HMIKIL

Tabnuna 2.4.4.
HauHsbie focToBepHocTH (t) pa3HOCTH cpeXHHX 3Ha4YeHuit HHTepBana QT y

0oabubIX geTeit ¢ HMXKIT

Gopmynn | Hamep. Bazett QTc Fridericia | Sagie P
QT
N3amep. 1,9 » 0,05
QT
Bazett
QTc 10,3 18,5 7,1 7,2 « 0,05
Fridericia 6,3 13,5 ¢« 0,05
Sagie 6,6 14,8 < 0,05

Ecnu t=2.5, o P«0,05. ¥ xak BuaHO M3 Tabmuumkl 19, na"Hble A0CTOBEPHDI
mexaoy dopmynamu: QTc u m3MepennsM uHTepBanmoMm QT, Bazett, Fridericia,
Sagie; Fridericia u namepenHsiM nuTepsanom QT, Bazett; Sagie u H3MepEeHHBIM
vrepsanoMm QT, Bazett, a nannsie Mexxay Fridencia u Sagie HeIOCTOBEPHRI.

[lpu o6cnenosanun 77 Gomsbix ¢ HMDKII Gpwno BhIfABNEHO YIMHEHHE
nuTepsana QT no ¢opmyne Bazett y 7 (9,1%) GonbHEIX aereH, NpH BBIYHCACHHE
no MoauduLMpoBanHoil dopmyne Bazett nns koppruruposanHoro unTepsana QT y
11 (14,3%) GonbHbIX meTeil, no dopmyne Fridericia y 5 (6,5%) GonbHbIX AeTeH H
no dopmyne Sagie y 3 (3,9%) OonbHbIX AeTeH. BHIABNEHHOE YIUIMHEHME
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meppana QT 1O dopmyne Bazett cocTaBmAcT 9,1%, HO KnMHuke.-

HC‘I‘p)’MClﬂ"JﬂbHLIC lTpll3H8Kll oTMe4eHs! HE Y BCEX BHABJICHHLIX GOJ'IBHLIX,
H

KTHHHKO-NHCTpYMEHTansHOM  obcnenoBanne

Mpn CTANBHOM ACTelt

vammerne nitepsana QT ObUIO YCTAHOBJICHO 11 (14,3%) GonbHeM, a aparues
.CYH QT Obin BHIARIEH Y 2 (2,6%) neTeH, KOTOPLIM OBUI MOCTaBNEeH qHarios CYY

QT - ¢opma
JNeKTPOKapaorpaQHIECCKHE KpPHTCPHAM P. Schwartz, mo KOTOpPBIM 3TH pBoe

JIuaraos ycCTaHaBIIHBalCH

Pomano-Yopaa. M0  KIHHMKG-
aereit momyannn Gonee 4 6a/UI0B, T.€. IHATHO3 CVYH QT Bricoko BeposTeH. Taxe
bl paboTann C AMATHOCTHYECKOM Tabmuued pacmosHasanus CYHU QT, no
ROTOpOii 3TH IETH NMOAYYHIA cymmy 6amio cBmimne +20, 4To ykaswBaer ua
HaTHYHe NaHHoro cHHapoma. MM Opun mocrarieH muarHo3 CYH QT - dopma
Pomano-Yopaa. Y ocrampEsix 9 (11,7%) Oered yuIMHeHHe BTOPHYHOE, 3a CYeT

IHNOMATHAEMHAH H rHnokanneMAH (Marani Meree 0,08 MMons/n M kamiit Meree

2,5 amome/n). Himke B TaGumite mpuBeficHR AagHAEIe 2 6onpHLIX nereii ¢ CYH QT.
Tabnuua 2.4.5.

IToxazaTenn mureprana QT y 6oabnbix aereri c CYH QT

kasatemn QT
bomsHBEe QT m3m QTB QTc QTF QTS
Kanroatos O. 0,40 0,31 496 462 454
Poyano-Yopna
Ab6xysanmonos I [ 0,32 0,21 566 465 438
PomaHo-Yopna

IlapaMeTpBl ATHTENEHOCTH JJICKTPAYECKOH CHUCTOJIR B 33aBACHMOCTH OT

803pacTa H NoN2 B CPaBHEHHE C N10KA3aTe/AMM 3[OPOBBIX AETCH B KOHTPOLHON

TPyTINe NpeAcTasneHH B TadurAle 2.4.6.
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Kax cnenyer 3 Tabmmin 2.4.6., COOTHONICHHE NPONOJKHTENbHOCTY
AneKTPHECKOH CHCTONM, BRINHCIIAEMOC OF Havana Q M N0 KoHuA 3yGpa T
AeKTPOKAPIHOTPAMMBI, Y GomsHbix aereit ¢ HMIKII npu u3MepeHHOM MHTepgase
QT, ¢oprmync Bazett NpaKTHYCCKH HE OT/AHYAIOTCA OT JIAHHBIX 3I0POBBIX fereit
KOHTDPOTBHOIT TPYTITIBI, HE HMES CTATHCTHYECKH AOCTOBEPHBIX PA3NHYMH Hy g
noay, HH N0 BO3pACTY. Koppuruposannbiii urepsan QT, Fridericia u Sagie umeer
pazmIHHA MO BO3PAcTy H MO oAy, HMEA CTATUCTHIECKH NOCTOBEPHBIE Pasniuus,
1.e. P<0,05.

CnejosaTelbHO, HW3MEPCHHRIH W KOPPHTHPOBaHHbIA WHTepBan QT o
pasHEIM aBTOpaM Kojebnerca B MpeAenax OT HOPMBI 10 maTofioruH. Cpegy
Gomenerx ¢ HMXKTI Buipaxennniii CYH QT, BuisBicHN y 2 nerel, xoraa QTc y
oqHoro peberka 566 Mc, a y apyroro 496 H B aHaMHe3e OTMEUYAIHCh CHHKOMe,
I[IpuBeneM NMpHMep Hamero HabmoaeHHA:

Bomeroii KanoatoB O. 08.05.2006 r.p. Ne ucropun 6Gomesnn 11734/1000
Knaruveckuii auarfos: BIIC (HMDKII). Cramma aexkomnencauud HK Il B
CTeOeHN. AHEMHS CpEIHCH TOKECTH.

Xamobsl OpH NOCTYINIEHHH Ha OOWIIKY, LIHAHO3 HOCOryGHOro
TpeYTOJILEHKR, KallelIb, cepaUeOHeHAe, 0OMOPOKH, CIIab0CTb.

M3 anarmesa pebeHOK GoneH ¢ poXkaeHHs, COCTOMT Ha JHCIaHCEPHOM ydyeTe
no nosoay BIIC (HMXKTI). PeGerok ot 4 6epeMERBOCTH, KOTOpas POTEKaNa C
YTPO30H BRIKHIWIA, Ha BIODOM Mecsme 6GepeMeHHOCTH MaTh mnepefosnena
rpummoM. Pomanca B cpox, Maccoi 3000 rp, poctom Sl cM. B nepHoe
HOBOPOKIEHHOCTH onpenenstn BIIC.

Cramt omneyatses NPHCTYTILI CHHKONE NpPH CTPECCOBBIX COCTOAHMAX,
KOTOphIC OTMEYaNnHCh C 2 JIeTHero BO3pacTte, B Hayane 1-2 paza B Mccsll, 3aTeM
TPHCTYNIN ydacTHmHce. CTapmunii pefeHok B ceMbe yMCp BHe3anHo B Bo3pacte 8

/IET, ¥ KOTOPOTo OTMEYANHCEH CHHKONANEHRIE COCTOSHM.
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Puc. 2.4.2. dnexkTpoxapasorpamma 6onnioro pedenka
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' Ha 3ne1<'rpoxapnuorpamme (pnc 34 2) BBLABJIEHO: uapyweuue
EHYMPUIICENYOOYKOB0U  NpOEOCUMOCMU,  nepezpy3ka Neeo2o0  npeocepous,
zunepmpogua muoxapoa npaeozo dceayodouxa, uzmepenusvitt QT-400; QT no
baszemm - 310; QTc -496 mc; QTcf no Fridericia — 462mc; QTcs no Sagie — 454,

komopule coomeemcmeyiom bonee 95-20 yeHmMuAA, m.e. 8bIPANCEHHOE YOAUHEHUE
unmepgana QT.

Ha 3XO KI' v ¥Y3H Honnepckonynu ObUIO0 BBIABIEHO — BPOXKACHHBIHA IMOPOK
Cepala MO THIy HE 3apallleHusd MEXOKEeNyJO4KOBOH [eperopoiaxd, aedexT
pa3MepoM 8 MM.

Jna ycranosnenua adarsosa CYU QT Owum Mcnomp3oBaHBl KITHHHKO-
anexTpokapanorpadpuyeckne xpureprm no P. Schwartz, roe y vaniero 6onsxoro
OLUIH BRIABJIEHBI: YIUIMHCHME KoppurapoBanHoro uaTepBana QTc Gonee 460 mc- 2
6., ampTepHauns 3ybua T — 1 6., curkone — 2 6., HanuuMe cly4aeB BHE3AMHOMH
cmepTH B cembe — 0,5 6. ITocuntas cymmy HaOpanHbIX OaL108 NONYIHIOCH 5,5

Gasios, TO AMArHO3 CHHAPOMA YUTHHCHHOTO HHTepBaa QT BHICOKO BEPOATEH.

Mpn pabote ¢ anarHocTHueckoi Tabnuued mna pacnosxasanns CYH QT

MBI NPOBCIH CYMMHPOBAHHE COOTBETCTBYIOLMX AaHHbIX: HHTepBal QT Gonee 440
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vmc+10, nntepsan QT ¢opmyne Sagie Gonce 440 Mmc+8, umTeprama QTc ppq
dopmy:e Fridericia +5, pasHiuA QT Ha SKT y poAcTBeHHHKOB Gonbiue 440 ac+3

pastiua QT Gonee 440 Mc y obenenyeMoroHd, cutkone+3, NEPBLIA CHHKoNE Ao 7
ner+1, npeacHHKONaNbHBIE COCTOSHHA B aHaMmHe3ct2, ambTepHalLMs 3ybna T+3,

cHHYCOBas GpanHapHTMHA+2, My>CKoii mon-3. Mt Habpanu cymmy 6amnon +48_
4TO YAOCTOBEpPAET HANIYHE Y Ramero 60MpHOro CHHIPOMA PomaHo-Yopga.

Taxkum obpa3oM, y Hamero 6'om,Horo Ha ¢one HMDXKII wmunwyecky H
3NeKTpOKapIHOrpadHIECKHM ° 33PETHCTPHPOBAH  BPOXKACHHMIH CHHIPOM
yammernoro watepsana QT - ¢opma Pomana — Yopaa, KOTOpIi yTsxensy
ramraue HMXII y 6omsHoro pebeHka.

CnenosaTe/IbHO, HAIMM HCCJICAOBAHHA MO3BO/IUIH BRIABHTL VIAEILHBIN Bec
yumnesns yurepsana QT y acreri ¢ HDKMII. Ilpn obcnenosanun 77 Gonbupix ¢
HMXII 6euto BuisBneHo yanuHeHse HHTepana QT no ¢opmyne Bazett y 7
(9,1%) GombEBIX n€Tei, MPH BRIYHCIEHHE MO MOMHQHUIMPOBAHHON thopMmyre
Bazett ans xoppuruposasHoro uHTepsana QT yumanenue y 11 (14,3%) 6omnHux
aete#, no gopmyne Fridericia y 5 (6,5%) 6omHex aetei v o popmyrne Sagie y 3
(3.9%) 6omaux gereA. OneAKy HHTepBaNa HEOOXOAHMO TMPOBOOHTL Ha
OCHOBAHHH HOPMATHBHBIX BO3PACTHRIX JHMMHTOB QT u QTc, a Tarcke
HE00XO0IHMO HCCNIe10BaTs KOPPHIHPOBaHKEH MHTepBan QT ¢opmyne Fridericia.
[Ipy BhIABNIEAHH KOppATHpOBaRHOrO HHTepBana QTc Gonee 450-460 Mc y nerei

Heo0X0MM0 HCKIIOIHTE BPOXX/IECHHBIE HIH nprodperennnle popmel CYU QT.
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JAKJIIOYMEHHUE

[1pomO/DKHTEIBHOCTE  JJICKTPHYECKOH CHCTONMBI kemymoukoB (Ha JKI
uureppan  QT)  HMeeT  BaXHOE  KIMHAYECKOE  3HaueHHE, MOCKOMBbKY
[jaTONOrH4YecKoe YUTHHEHHE WIH YKODOYEHHE DJJIEKTPHYECKOH CHCTOJbI
eJYA0YKOB MOXCT ObITh OOHHM M3 MAapKEpPOB TNOSABJIEHHA KH3HEYTPOKAEMBIX
apuTMuit. B nocnenrne roaw OOJNLMIMHCTBO HCCNEROBAaTENEH CKJIOHAETCA K
MHEHHIO, YTO  JJIEKTPOQH3HONOIHYECKHE MEXaHHM3MKl  [IBYHaMpaBJIeHHOH
napymienns putMa npn CYH QT obycnosnena HapymeHueM QYHKUHH ¥
peryNHpOBaHHA KAIHEBLIX KaHaNOB, YTO MpEIpacnonaraer KIETKH K HapymeHHIO
penonspH3audd H paHHed noctaenonspuiaund (O.A. Myradean, 2003; JLM.
Makapos, 2006; D. Roden, 1991; F. Fish, W. Benson, 1995).

Hccnenosanms o Bo3MOXXHOCTH BhIsABIeHHS 4YacToThl CYU QT y GompBnIx
JE€TeH C MHOKapAHTaMH H BpOXICHHBIMH NOPOKaMH cepaua B HameH Pecnybnuku
HE [IPOBOJHINHCH. PemeHHe I1aHHOro BONpoca CYHTaeM aKTyaTbHbIM.

Llemnio HacTosmed paboTH ABIACTCA BRIABIEHME YACTOTH BCTPEYAEMOCTH
cuHgpoma yanuHeHHoro HWHTepBasia QT cpeanm OGonbHeIx gered C
KapAHOJIOTHYECKON TmaTonorueli u paspaborka Haubonee OOCTOBEPHLIX H
MH(OPMATHBHBIX KIMHHKO-3JICKTPOKApAHOrpapHYECKUX KPUTEPHEB THArHOCTHKH.

Ha 6ase OOnactHoro MuorompopwisHoro J[lerckoro MeauuuHckoro
IIECHTpa B OTHOENEHHE KapAMOPEBMATONIOrMH HaMH Obulo obcnemoBaHo 1o
CTallMOHAapHBIM M apXHUBHBIM MaTepHanaM 385 GonpabIX Aereit. U3 Hux 209 65110
MalbyMKOB U 176 nesouex. B HameM HCCIeJ0BAHMH MO CTallHOHAPHBIM JIAHHEIM H
apXMBHEIM  MaTepHanaM ObUTH  BbIBNeHH 205 OonpHEIX  OeTen ¢
HEpeBMaTHIECKMMHM MHMOKapIWTaMH, H3 HMX 113 Mambaukos ¥ 92 nesodek. 103
GoMBHBIX OETed ¢ peBMaTHYECKOH JHXopaakoit, S1 manbunkos H 52 aesodek. C
BPOXXAEHHBIMH TMOPOKAMH CEp/ilia 00lllee KOAHYECTBO OONBLHLIX AETEN COCTABHNIO

112, U3 HUX ¢ He 3apaleHHeM MeXOKeNyN0IKOBOH NeperopoakH - 77 OOMBHBIX, H3

HUX 45 MaNnbYHKOB, 32 NEBOYKH.
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Kax 1OK33QTH HIMIH HCCICAOBAHMHA, JICKTPHUCCKAA CHCTONA Y 310pORBRIy
qcTeil paznyHOro Bo3pacta no ¢opayne Bazett He mpesbiact 10-30 mc, a g
.;buuupoaamioii dopmync Bazett AN BBIYHCICHHA KOPPHTHPOBaHHorg

::::psa.na QT 1 ¢opmysrau Fridericia H Sagie 430 Mc, YTO yKa3kIBaeT Ha To ygg
vAHHEHNE HHTEpBAIA QT B KOHTPQJIBHOH IpyNIeE OTCYTCTBYCT.

CpeaHee 3HaYCHHE QT y Bcex 3A0POBBIX JETEH MO HAIIHM H3MEPEeHMsM
200400 wmc, no dopmyne Bazett 210-380 Mc, no MoxMQHUMpPOBaHHOIT hopmyse
Bazelt WA onpeaeieHns KOppHTHpoBaHHOro HATepBama QT 123-437 wmc, o
dopmyne Fridericia 271409 Mc 1 no ¢opmyne Sagie 292-409 mc. Yto Tarke
yKa3hBaeT Ha OTCYTCTBHE ynuHeHus AATepBana QT B koHTponLHOM rpynne.

Y 3m0poBRIX A€TEH, HE3aBHCHMO OT 9aCTOThl CEpACYHBIX COKpaUIEHM,
NpaKkTHYEeCKH MOCTOAHHOH OCTaBajaCh KOPPHTHDOBaHHas ANIEKTpHYECKas
ccrana. MK CpaBHIIH HallM pe3yibTaThl ¢ JaHHRIMH TypaeBa T.T., roe mua
netedt B Bo3pacte A0 1 rona oHa cocrasmna B cpeaneM 380+40 mc, B Bospacre 1-3
ner — 390+50 c BeicYHTaHEHE OO ¢opMyne Bazett. Pesymerathnl n3yuenus
CpelHero 3Ha4cHHS KOppHrHpoBaHHOro MHTepBana QT y 3m0poBEIX MabYHKOB U
nesBoYex CpaBHHBAMH ¢ JaBHRIMHA JI.M. Makapoga [17].

3acmyx#HBacT BHHMaRHE NpHAENs Koiecbanns uHTepBana QT, rae y Bcex
bomubx gered ¢ HM opu m3mepenHoM mETepana QT 140-400 mc, mpw
BRMHMCIEHEH QopMynol Bazett 200-380 mc, mpu momndrumpoBauHoii Gpopmyne
Bazent 123-548 mc, mpn dopmyne Fridericia 214-462 wmc, IIDH BLI9UCIICHHE
¢opmynor Sagie 251454 mc. Ilpn obcnemoanmyu 205 GompHEX ¢ HM GhuIO
BRLABNCHO yiHHenue waTepeana QT no dopmyne Bazett y 24 (11,7%) 60mbHBIX
ACTeH, MPH BLIMHCACHMH MO  MOAH(HLHPOBAHHOIN popmyne Bazett s
KoppuriposaHsoro unrepsana QT ynnuuenne y 20 (9,76%) GonbHEIX AereH, MO
$opmyne Fridericia y 4 (1,95%) GomHbix mereii  no dbopmyse Sagie y 6 (2,93%)
Oomeunx netedi. Brsmnennoe ymmmenue HaTepsana QT no ¢opmyne Bazett
cocTarmaer 11,7%, no ICTHHHKO-HHCTPYMEHTANbHbIE NPU3HAKK OTMEYCHLI HE Y

BCCX BBHIABNEHHBIX OONLHBIX. [Ipn 6onee geramuom KIHAHKO-HHCTPYMEHTA/ILHOM
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o6crncioBaHHH NcTeH yTHHeHHe mHTepBana QT Gwuio ycrawosnewo 8 (3,9)
gomuHbiM, a mirarno3 CYH QT 6v1n ycranosnen 4 (1,95%) netam.

Hcnonk3ys, Hauly JHarHOCTHYECKylo Tabmviry pacnossasanna CYU QT u
KITHHMKO-JJIEKTPOKapaAHorpagudeckue kputepuu P. Schwartz omxomy pebeHky
6u11 ycranossied anarno3 CYH QT — ¢opma Ixepsena-Jlanre-Humecona (cymma
6awioB 6onee +61), Tpoum neram 6wt noctaenen auarHo3 CYU QT - ¢opma
Pomano-Yopna (cymma 6amnos ot +20 ao +24). YV ocransueix 4 (1,95%) nereii
YIUTHHEHHE BTOPHYHOE, 33 CIET IHMNOMArHHEMHH M TMITOKATHEMHH (MarHuii MeHee
0,08 MMons/n M Kanui MeHee 2,5 MMonb/n).

Ilpn n3mepennu uHTepBana QT y obwero xonudecrsa xereii (103) ¢ PJI
coctasun 330+3,0 Mc, nmpu BeiyncneHue Qopmynoi Bazett 300+3,0 mc, npu
moandHuuupoBanHoi d¢opmyne Bazett 407 +4,0 mc, npu dopmyne Fridericia
378+3,0 Mc, npu BrluHcneHHe popMyioH Sagie 381+2,6 Mc. MuI MoXXeM yBHOETS,
yTo y bonpHbIX Aered ¢ PJI m3Mmepernsiit uuTepBan QT oTmi™aercs ot Bazett Ha
30 Mc; koppurHpoBaHHbIH HHTepBan QT oTaHYaeTcsa OT M3MEpPEeHHOro MHTEpBasa
Ha 77 Mc, ot Bazett Ha 107 mc, ot Frndericia Ha 29 Mc, oT Sagie Ha 26 Mc;
Fridericia omyimq9aerca oT H3MEpeHHOro HHTEepBaia Ha 48 Mc, oT Bazett Ha 78 Mmc;
Sagie oTnHyaeTcs OT M3MEpPEHHOro MHTepBaia Ha S1 Mc, or Bazett Ha 81 Mc, oT
Frnidenicia 3 mc.

Y O6onpHRIX HETEM C OCTPOH PEBMATHYECKON JIMXOPAZKOH BBIABJIEHO
yanuHeHne HATeppaia QT mo ¢dopmyne Bazett y 16 (15,5%) 6ombHbix nerelt, npu
BRIYHUCJIEHHN N0 MoAHHIMpoBaHHOH ¢opmyne Bazett nna KoppArHpoBaHHOIO
unrepsana QT ynnuuenne y 18 (17,5%) 6onpHbIx getei, no dopmyne Fridencia y
10 (9,7%) GonpHuix gereit U mo ¢opmyne Sagie y 9 (8,7%) OompHLIX AeTeH.
BriseneHHoe yanuHenue uurepsana QT mo dopmyne Bazett cocraenser 15,7%,
HO KJIHHMKO-WHCTpYMEHTa/IbHble NPH3HAKH OTMEUEHRI HE Yy BCEX BBIABJICHHBIX
OOoNBHEIX.

[lpy neTanbHOM  KIMHHKO-HHCTPYMEHTalbHOM ofcnenoBaHHe JAETeH

yanunenne uutepsana QT 6uu1o ycranosneno 6 (5,8%) GombHeny, a quardos CYH
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QT G BRINBTCH Y 3 (2,9%) aercit. JluarHo3 yCTaHABRIHMBAICA NO KIHHMKQ-
Mﬂmompn“orpaqnmecxuc xpurepiiam P. Schwartz, Mo KOTOpsIM BCe Tpoe nerei;
naayqHin oonee 4 6annos, T.c. anarHo3 CYH QT Bricoko BeposTeH. Taxxe wmyy
paGoTATH C JHArHOCTHYCCKOH tabnunei pacnosHasaina CYH QT, no kotopoi
> et nomywwin cymMmy Gamnos cemime +18, 9To ykasbiBaeT Ha Hanmype
JaHHOro cHrapoma. Bcem TpOHM IETAM, ObL1 nmocTaBneH auarios CYU QT -
dopma Posaro-Yopna. ¥ ocTambHbIX 3 (2,9%) AeTe yRIHHEHHE BTOPHYHOE.,

HMXTI - BcTpeyaercs Hambosiee 9acTO, MPHIEM KaK B M30JHPOBAHHOM
BILIC, TAK M B COCTaBe MHOIHX Apyrwx nopokos cepana. HMXII sewseneno y 77
6QILHBIX AeTel ¢ KapAHOPEBMATONIOTHYECKOH MaToNorHeH. M3 Hux B Boapacte or
0 no 2 ner 6sut0 39 nereii, or 2 o 7 ner 19 merenr, ot 7 no 12 ner 10 gereii u
crapue 12 ner — 9 aereii. [Ipn 3mepennn uATepBana QT y obmiero xonnuectsa
Aerteii, oH coctasma 290+10,0 Mc, mpH BRMECICHHHM (opMynoil Bazett 270+5,0 Mmc,
MoandHmipoBaHHoM ¢Qopymyne Bazett 407 £5,5 mc, npn ¢opmyne Fridericia
358+4,] Mmc, npr BraucNcEEA dopMynon Sagie 360+3,5 Mc.

3acoy>XMBacT BHMMaHHC DpHACTE KoinedaHHs HHTepBana QT, roe y Bcex
bompHBIX neTeH npH u3MmepeHHOM HHTEpBana QT 200400 mc, npH BeruMcneHHH
¢oparrynoit Bazett 210-360 mc, npn MogEdHOHpoBaHHOH hopMyne Bazett 316-548
Mc, opy ¢opMyne Fridericia 271-468 mc, mpu BuamciieHue GpopMyrnoi Sagie 292-
454 mc. Ilpu nerampHOM KIMHMKO-MHCTPYMEHTRJILHOM OOCHENOBaHHEe HeTeil
yamnerue vHTepBana QT 6ewno ycraHosneno 11 (14,3%) GonbHEBIM, a JHArHO3
CYH QT 6bwn BrisRneR y 2 (2,6%) nerei, KOTOpEIM ORI ocTanyed nquarsos CYU
QT - dopma Pomano-Yopna. Muarnos ycrawammmsancs no kputepuam  P.
Schwartz, no xoTopriM 1Boe Aeteit monyamwm Gonee 4 6awos, T.e. auarkos CYU
QT Beicoko BeposTen. Taioke Mal paboTany ¢ OMAarHocTH4Yeckoi TabnHLeH
pacnonasanig CYH QT, no koTopo# 31w AeTH Nomydmwnu cymmy 6108 CBBILIE
*20, 9T0 yxa3siBacT Ha HanHHE AaRHOrO CHHApoMa. UM 6511 nmocTaBieH AMarios
CYH QT - ¢opma Pomano-Yopa. V. octammsrx 9 (11,7%) mereii yLiMHCHUE

BTOpHYHOE, 3a cyer T'HIIOMarHieMHA H THIIOKANTHEMHH.
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