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AUCTIAACTUYECKUE CUHAPOMBI
M ®EHOTUIIBI B OLIEHKE
M3MEHEHUI UHTEPBAAA QT IIPU
MAABIX AHOMAAUSIX CEPAIIA

Pesome

Manble aHoManum cepaua (MAC) — reTeporeHHas rpynna HapyLwWweHWin pasBuTuUA CepAeYHO-COCYANCTON CUCTEMbI B BUAE aHaTOMO-Mopdonoruye-
CKMX OTK/IOHEHUIA OT HOPMbI CTPYKTYP CEPALLA U MarnCTpasibHbIX COCYAO0B, BO3HUKILMX B 3M6pMO- 1M60 oHTOreHese [7, 9]. MocKobKy B HacToAwWwee
BpeMs acnekTbl NpobeMbl, cBAsaHHble ¢ MAC, peKoMeHAYeTCA paccMaTpUBaTh C MO3MLUIA KOHKPETHbIX AUCNAACTUYECKUX CUHAPOMOB U GeHOTUMOB
[5], npeacTaBnsetca akTyanbHOM paspaboTka BONPOCOB paHHeN ANArHOCTUKN HAapyLeHU AIMTEbHOCTM MHTepBana QT Ha OCHOBE METOA0/I0MUM
KNUHMKO-deHOTUNNYeCKOro aHamsa. Mogo6HbIN Noaxo4 NO3BOAUT NOBLICUTL 3PpPeKTUBHOCTL NPOPUAAKTUHECKMX MEPONPUATUIA NPK 3TOM NaTo-
NOTUN Ha 3Tane KANHNYeCcKoro 06C116AOBaHVIFI.

KnroyeBbie cA0Ba: manvie aHomanuu cepdya, ducnaacmudeckue CuHOpoMsl, uHmepsan QT.

Abstract
To assess relation of dysplastic syndromes and phenotypes to pathological QT interval in patients with minor cardiac anomalies, 128 patients aged 18-35
years were examined. A statistically significant increase in the prevalence of QT interval disorder was found. Pathological QT interval without clinical

features was observed more frequently. Correlations were revealed between the QT interval disorder and myxomatous mitral valve prolapse, phenotype

similar to Marfan syndrome, and benign joints hypermobility.

Key words: minor cardiac anomalies, connective tissue dysplasia, QT interval.

Kaxk maroaornio MAC 06bI9HO TPAKTYIOT AUIIb B CAY-
qasx MaHUGECTHBIX GOpPM (HAPYIIEHUI pUTMA, IIPO-
BOAMMOCTH, KAWMHNYECKU 3HAYUMOM KAAIIaHHOM pe-
TYPTUTAIINN U AP.) U PEAKO PaCCMATPUBAIOT MX C ITUX
MO3ULINI Y ATOAEH MOAOAOI'O BO3pacTa — AAsKe Ha rarie
11poecCOHANBHON OPUEHTALIUY UAU BOEHHO-BPA1€6-
HOM sKcriepTusbl. Mexay rem MAC — opuH 13 BUAOB
[IATOAOT'MH, IIPU KOTOPOM BBISBASIETCA BBICOKAS 9aCTOTA
napymenust purma (ot 50 po 90%), B ToM dncae B MOAO-
AOM BO3pPACTe, U NMEETCSI BO3MOKHOCTD Pa3BUTUS TIPU
OIIPEAEACHHBIX YCAOBUAX BHE3AIIHON apUTMUYECKOMN
cmepru [10). iMeHHO 1M03TOMY BaskHO CBOEBPEMEHHOE
BoisiBAeHUE B rortyAsiiinu MAC 1ariieHTOB ¢ BBICOKUM
PHUICKOM CEPAETHO-COCYAUCTBIX OCAOKHEHUM, B TIEPBYIO
04YePEAb AaPUTMUIL.

OpnnM 13 $akTopOB prUCKa PA3BUTHUA ONACHBIX BU-
AOB apUTMUI M BHE3AITHOM CEPACIHON CMEPTU ABAA-
ercA U3MEHEHHE IIPOAOAKUTEABHOCTH MHTepBara QT
(4, 13]. Ilpy HACAEACTBEHHOM €TI0 YAAMHEHUU MOKHO
IIPOCAEAUTH crenudpUIecKrue MyTalluu B reHaxX, Ha-
PYIIEHNE TEHETUIECKOI0 KOHTPOASA 6EAKOB MOHHBIX
KaHaAOB C 9AEKTPOMDU3MOAOTUIECKUMU ITOCACACTBUAMHU.
CorocraBreHME AAHHBIX T€HETUIECKUX NCCAECAOBA-
HUM ¢ PEHOTUNNIECKUMHU IPOABACHUAMY Pa3ANTHBIX
MOAEKYAAPHO-TEHETUIECKUX BapUaHTOB CUHAPOMOB
YAAMHEHHOTO M YKopodeHHoro nHTepBara QT moszso-
AMAO YCOBEPIIEHCTBOBATH UX AMATHOCTUKY Ha 3Talle,

MPEAIIeCTBYIOIIeM TeHoTunnposanuio [8]. B mocaep-
HUE I'OABI AKTUBHO BEAETCH [TOMCK HOBBIX MYTAallUii;
OCTaeTCsA aKTyaAbHOM AMArHOCTHKA TaK HA3bIBAEMBIX
«HEMBIX» POPM ITATOAOTUH, TIPOSIBASIIONAXCS AWUTITD [IPH
OIIPEAEACHHBIX YCAOBUAX. BMecre ¢ TeM B AuTeparype
[IPAKTUIECKU OTCYTCTBYIOT AAHHBIE O YaCTOTE M KAH-
HUYECKON 3HaYNMOCTU HapyiieHni nHTepsanra QT
y MonoAbIX ntarjueHToB ¢ MAC.

Ileablo HACTOAIIETO UCCAEAOBAHMA OLIAO OLIPEACACHIE
0COGEHHOCTH AMCIIAACTUIECKUX CUHAPOMOB 1 PEHO-
tunos y nanuentos ¢ MAC npu HaAnIMM yAAMHEHMSE/
yKopoduenus narepsanra QT u orlenka nx pAmartHocTrum4e-
CKOM 3HAaYMMOCT.

MATEPUAABI U METOABI

O6caepoBano 128 nmanuenros ¢ MAC (78 myskuuH,
50 skenruH, cpepnnit sozpacr 22,8 + 0,3 ropa). Kpu-
TepUU BKAIOYCHUS: IChbMEHHOE NH(PpOPMUpPOBaAHHOE
coraacue Ha ydacTue B uccaepoBanmnu, Haan4ane MAC,
nAeHTUGUIIMPOBAHHOE OKOHYaHMe 3y6ria T Ha anex-
tpokapanorpamme (IKT'). Kpurepun uckaodenns: na-
CAEACTBEHHbIE CUHAPOMBI, 3a00A€BaHUS M COCTOSIHUS,
TECHO aCCOIIMUPOBAHHbBIE C HAPYIIEHUEM AAUTEAD-
HocTHu mHTepBara QT, mprueM AekapCcTBEHHBIX TIpe-
[1apaTos.
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IxoKaparorpaduIecK aHOMAABHO PAaCTIOAOKCHHBIC
xoppbl (APX) Gbian BeisiBACHBI y 94 ITaITUEHTOB, TIPOAATIC
murpasbHoro Kaanana (IIMK) — y 81, orkperroe opaab-
HOE OKHO — y 23, aHEBpPU3Ma MEKITPEACEPAHOM TIEpero-
poakn — y 18, AByCTBOPIATHINT A0PTAABHBIN KAATIAH —
y 9, aHeBpH3Ma MEK>KEAYAOIKOBOI TIEPETOPOAKT — Y O,
MIPOAATIC TPUKYCIIMAAABHOTO KAarTaHa — y 4 GOABHBIX.
AOIOAHUTEABHBIE TPYIIIBI TATMAASPHBIX MBIIIIL], AVa-
roHanbHas Tpabexyna, aHeBpU3Ma CUHYCOB Banbcanbssl,
IponabrpOBaHNE a0PTAABHOTO KAATIaHA, ITOAKAATIaHHAS
MeMOpaHa a0PTHI M yBEAMYEHHAA €BCTAXMEBA 3aCAOHKA
OIIPEAEASAUCH B eANHUYHBIX cayvasx. MAC Bcrpeua-
AMICh KaK OAMHOYHBIE BapuaHTh (38,3% caydaes) u Kak
covyeranus 1o 2-5 (61,7%).

Konrpoasnyio rpyrimy cocraBuau 20 300pOBBIX AIOAEH,
COITOCTABUMBIX 10 TIOAY U Bo3dpacty, 6e3 MAC u npu-
3HAKOB AUCIIAA3MUY COEANHUTEABHON TKAHU (PUCYHOK).

OcyIecTBASAN ANAIHOCTUKY OCHOBHBIX AUCIIAACTH-
4ecKUX cMHAPOMOB 1 peHorunos [5). [Iporopnan pyu-
HOWM M aBTOMATHUYECKUN PacICT AAMTEABHOCTU UH-
repsara QT. Aas pydHOro pacdera perucrprupoBaru
IKTI noxkos. Iamepsian 3 1TMKAQ BO 2-M OTBEACHUU OT
caMom paHHel TouKM KoMiiaekca QRS po makcuMans-
HO IT03pHeN Touky 3yb6ua T 1 oleHuBanM UX CpepHUe
saaveHus [13, 14]. AGCOAIOTHYIO BEAMMNHY MHTEpBaAa
QT cpaBHMBaAU C HOPMATUBHBIMU 3HAYCHUAMU 1PN
pasandHoOIl Yactore ceppedHbrx cokpaienuit (YCC)
U B 3aBUCUMOCTHU OT moAa mainueHToB. Aas YCC-
koppekiuu narepBara QT (QTcor) ucroabzosaru
dbopmyanst H.C. Bazett mpu R-R < 1 cex u L.S. Fridericia
npu R-R > 1 cex [12]. ABromMaTuveckre nsMepeHus
aaureapHoctn QTcor mpoBOAMAY ITO AAHHBIM CYTOY-
Horo Mmoumuropuposanusa IKI, paccuureiBaru Makcu-
MaABHYIO IIPOAOAKHUTEABHOCTb MHTEPBAAA 32 AI0OO
1poMexyTok Bpemenu. Ilpoporsxureapnocts QTcor
MHTEPIIPETUPOBAAYN B COOTBETCTBUY C PEKOMEHAAITHSI-
Mu EBpoIIerickoro areHTcTBa o OI[eHKE MEAUITUHCKUX
npoaykroB (European Agency for the Evaluation of
Medical Products — EMEA) [14].

Ars crarucrtudeckon 06paboTKU AAHHBIX HMCIIOAB-
3oBaamn nporpammy «AtteStatr. [Ipn anaamze ka-
YECTBEHHBIX [IPU3HAKOB IIPUMEHAAN KOdbIUITUEHT
KBaAPaTUYIHON CONPSKEHHOCTH — KpuTeput y*. Aua-
FHOCTUYECKYIO [IEHHOCTH IIPU3HAKOB OIIPEACASIAU UX

| nHTepsan QT

Hopmarvnan IKT

YyBCTBUTEABHOCTBIO, CIIELTUPUIHOCTHIO, KYMYASATUBHBIM
koaddurmenrom Cl, mpeackazareAbHON [IEHHOCTHIO
[IPU TIOAOKUTEABHBIX U OTPUIIATEABHBIX PE3YABTATAX
U TOYHOCTBIO, pAacCINThIBaAM oTHoIIeHue taHcoB (OR).
MocToBepHBIMU canTaAn pazamanA mmpu p < 0,05.

PE3VABTATHI U OBCY;KAEHUE

OTKAOHEHUE OT HOPMATUBHBIX AUMUTOB AAMTEABHOCTH
QT BorsiBAeHO ¥ 49 (38,3%; > = 9,8, p = 0,002) nanuen-
toB ¢ MAC. TIpy 5TOM AOMUHUPYIONUM HAPYIIIEHUEM
[POAONKUTEABHOCTU MHTEPBAAA SBUAOCH €10 YANHE-
Hue (85,7% cayuaes usmenenunt QT, p < 0,05).

OrmpepeaeHa BbICOKAs 9acTOTa BIIEPBBIEC BEPUPUITUPO-
BaHHBIX B XOAE€ UCCACAOBAHUS HAPYIICHUMN AAUTEAD-

Hoctu nurepsara QT y moropsix narjuenros ¢ MAC
(32%, p < 0,05).

HauGoaee 9acTbiM1 KAMHUYECKMMU BapUaHTaAMU Te-
yenus naronrorndeckoro QT okasanrmcs Aunornmus +
yaanHeHue uarepsara QT (38,8%) u 6eccumnromuoe
rTedeHne ypamaenuoro uarepsana QT (30,6%); sHa-
YUTEABHO PEeXKe BCTPEYAAUCh CUHKOIE + YAANHEHUE
nurepsara QT (16,3%), AunorTuMus + yKopodcHUe
nnrepsana QT (8,2%) n GeccuMrroMHOe TedeHUE YKO-
pouennoro unrepsara QT (6,1%).

Ha ocHoBarum peHOTUITNYIECKOTO K MHCTPYMEHTAABHO-
ro o6caepoBanyA y rarueHToB ¢ MAC GbIAM AMAIrHOCTH-
posansL: curppoM [TMK (21,4% caygaes), Mapdanonanas
BHEITHOCTH (1,6%), Mapdaroropo6Hbil benorur (6,2%),
anepcoriopo6ubiit denorur (0,8%) u Hekaaccubuimpy-
emblit penorun (30,5%). CMemanubiil GeHOTUIT U CUH-
APOM IUMepMOGHUABHOCTH CYCTABOB B HAIIIEM HCCAEAOBA-
HUM BeisiBAeHBI He Obian. [larinenTtsr ¢ MapdaHonpHom
BHELITHOCTBIO U 9AEPCOITOAOOHBIM (PEHOTHUIIOM B CBA3U C
MaAOYMCACHHOCTBIO OBIAU B ITOCAEAYIOIEM NCKAIOYEHBI
13 06pabOTKU PE3YABTATOB.

V 39,8% manuenros ¢ MAC Kakoro-Au6o u3BeCTHOIO
AMCIIAACTHUYECKOTO CUHAPOMA U (peHOTHUIIA BBIABUTH
HE YAAAOCh, 9Ty TPYIIIIY COCTABUAM AUIIA C AOGPOKa-
4eCTBEHHOM IMMIIepMOGUABHOCTBIO cycTaBoB (12,5%)
Y MOBBIIIEHHON AMCHAACTUYECKOM CTUIMaTU3alln-

eit (27,3%).
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AucnnracTudeckuii CHHAPOM AU GPEHOTHUIL % marueHToB 1 p
IIMK (n = 27) 44,4 97 0,002
Mapdaunonoponusiii pesorur (n = 8) 87,5 18,9 <0,0001
Hexaaccudunupyemsiii penorun (n = 39) 20,5 3,2 0,076
AobOpoxadecTBEeHHASI THIIEPMOOUNABHOCTD 75 19.4 <0,0001
cycragos (n = 16)
IloBbIIIEHHAA ANCIIAACTUYECKA A 22.9 3.66 0,055
crurmarusanusa (n = 35)

Pacnpocmpanernnocmo napyuennit oanmenvrocmu wrinepsara QT npu pasaninolx OucnaAacmmiecknx cunipomax u (enommu-

nax y naynenmos ¢ MAC (M = m)

Haun6oabpmias vacrora HapyLUIEHUN AAUTEABHOCTH
naTepBanra QT perncrpuposanrach B IOMYAAIINH ITa-
nueHToB ¢ cuappomom IIMK 1 mapdanomopo6HBIM
(bEeHOTHUIIOM, @ TAKKE Y AUI] C AOOPOKAIECTBEHHOW '~
I1ePMOOUABHOCTBIO CYCTABOB (Mmadanya).

Brina nmposepeHa orjeHKa ANarHOCTUYECKOM 3HAYMMO-
CTH YKa3aHHBIX CHHAPOMA U (DEHOTUIIOB B BBIABACHUU
HapyuieHuit npoporxureasuoctu QT. Mapdanoro-
AOGHBIN GEeHOTHI 1 AOGPOKAYECTBEHHAS I'MITEPMOOUAD-
HOCTb CYCTaBOB IIPOACMOHCTPHPOBAAY BBICOKHE [TOKA3A-
reau criertuuaHocTH (98,7% 1 94,9% coorBeTcTBEHHO)
U TOAOKUTEABHYIO MPEACKAa3aTEeAbBHYIO [TEHHOCTH
(87,5% u 15%). Boicokyio crierubuanocts (81%) ars
BepndUKaLMN HAPYIICHUH IIPOAOAKATEABHOCTH MH-
repBara QT umen u cunppom ITMK. Opnaxo camocTo-
ATEABHOM 3HAYMMOCTHIO B KA4€CTBE MAaPKEPOB PUCKA
yaanaenuns QT xapakrepnsoBaancs Auiis MaphaHoIo-
ao6mubiit hernorurt (OR 13,95% CI 1,55-109,2, p < 0,05)
1 AOGPOKaYeCTBEHHAS I'MIIEPMOOUABHOCTD CYCTABOB

(OR 6,08, 95% CI 1,83-20,1, p < 0,05).

YacToTa OTKAOHEHUN AAMTEAbHOCTH MHTepBara QT
CYIIIECTBEHHO BO3pacTana B CAyIasix MUKCOMATO3HOM
A€reHepalinu CTBOPOK KaarnaHa y 15 6oapHbIx (66,7%)
10 CPABHEHMIO C OTCYTCTBUEM MUKcoMaTo3a (12 60Ab-
HbIX, 16,7%, p = 0,027). AarbHENIITNIT aHAAN3 TTOKA3aA,
yro MukcomarosHas pererepanmsa [IMK raksxe nmeer
IIPOTHOCTUYIECKYIO 3HATMMOCTD B OTHOIIICHIH HapyIIIe-
uunt panreassoctu QT (OR 3,79, 95% CI 1,21-14,8, p
<0,05), rorpa kak aast cuappoma [IMK 6e3 mukcomarosa
CTBOPOK KAATlaHa ITOAOOGHON 3HATMMOCTHU YCTAHOBACHO

ue 66120 (OR 0,29, 95% CI0,06-1,40, p > 0,05).

PacnpocrpaneHHOCTb HAPYIIIEHUIA TIPOAOASKUTEND-
Hoctu nHrepsanra QT y nanuenros ¢ MAC MoxHO
00BACHUTH HECKOABKUMU MPUINHAMU. BO-mIepBHIX,
MaTOAOTMEN MOHHBIX KAHAAOB: HACAEACTBEHHbIE Ka-
HAAOIIATHUH, IIPOSBASIONINECS CUHAPOMAMU YAAMHEH-
HoTOo MAM yKopodenHnoro QT, B onpepereHHON Mepe
TaK)Xe SBASIOTCA BHYTPUCEPACIHBIMU aHOMAAMSIMU.
Bo-BTOpBIX, HAAMYMEM MOPHOAOTUIECKIX U3MEHE-
Hun ceppra B Bupe MAC, crmoco6CTBYIONINX, HAPAAY

C HACAEACTBEHHBIM, TIPUOOPETEHHOMY PEMOAEAUPO-
BaHMIO CEPALIA, MESKTKAHEBOI aCUMMETPUM, HEPABHO-
MEPHOMY MPOBEACHUIO UMITYABCA, MOABAEHUIO PAHHUX
VAU [TO3AHUX TTOCTAETIOASIPU3ATTUHI U, B-TPETHUX, TEHE-
TUYECKU TIPEAOTIPEAEAEHHDBIM UAU TIPUOGPETEHHBIM
aeurmrom marums (6, 10].

AedbuiinTy MOHOB MarHus ypeasieTcss OOABIIIOEe BHUMA-
HUE U 11py 00CYKACHUU [ATOreHe3a AUCIIAA3UY COCAU-
HHUTEABHON TKaHU, [TOCKOABKY B YCAOBUSIX MarH1EBOMN
HEAOCTATOYHOCTU HAPYIIAETCS CIIOCOOHOCTH Gubpo-
6AaCTOB MIPOAYIIMPOBATH KOAAAreH [3]. MoskHO mipep-
[TOAOKHUTh, 9TO B OCHOBE HAPYIIIEHU AAUTEABHOCTH
nHrepBara QT y narmmenToB ¢ MAC AeKUT CUCTEMHBIT
Ae(PEKT COEAMHUTEABHON TKaHU, U, CAEAOBATEABHO, Ha-
PYIIEHUS SAEKTPUIECKON CUCTOABI JKEAYAOUKOB Y AAH-
HOM KaTeropmuy NarjueHToB TaK>Ke MOTyT ObITh I'eHeTH-
YECKU ACTEPMUHUPOBAHHBIMMU.

3acAy>KMBAIOT BHUMAHUSA [TOAYIeHHbIE HAMU AAHHBIE
0 3HaYMMOCTH MapdaHONOAOOGHOTO PEHOTUIIA U AO-
O6pPOKAaYECTBEHHOMN I'MIIEPMOOUABHOCTI CYCTABOB B Ka-
yecTBe MapKepoB pucka naronrorndeckoro QT. Ecan
accoruanus MapdaHomoA0GHOTo GeHOTUIIA C ANCIIAA-
sueit coepmamurenbroin tkauu (ACT) He Bbi3biBaeT BO3-
paskeHUH, TO AOGPOKAIECTBEHHAS I'MIIEPMOOUABHOCTD
CYyCTAaBOB, COTAACHO COBPEMEHHBIM PEKOMEHAALIMAM,
“MeeT B OTHOIIEHUM HAPYIIIEHUN COEAMHUTEABHON
TKaHU HEAOCTATOYHYIO AMATHOCTUYECKYIO 3HAYMMOCTD
[5], 1 bakT BBISABACHUS €€ B3aMMOCBSI3U C YyAAMHEHUEM
QT, ¢ oAHOIT CTOPOHBI, OIIPEAEASIET AUATHOCTUIECKUE
BO3MO>KHOCTH MCIIOAB30BAHUSA PEHOTUIIA B OL[CHKE
QT, a ¢ Apyro#t, «(BBOAUT» AOGPOKAIECTBEHHYIO I'UIIEP-
MOGHABHOCTD CYCTABOB B KOMOUHAIINY C YAAMHEHHBIM

QT B crpykrypy ACT.

B mocaepHee BpeMsA CpepUM CIEIIMAAUCTOB GbITYET
MHCHUE, YTO HaUOOABIINN BKAAA B GOPMUPOBAHUC
0COBGEHHOCTEN CTPYKTYPbI PUTMA CEPALIA BHOCAT IIPU-
3HAKM AMCIMOPUOTEHEe3a, CBUACTEABCTBYIONINE O BO-
BA€YEHUM B AMCIIAACTUYECKUN IIPOLECC KOCTHOM CU-
creMbl. Boipoc 0 mprnHax B3aUMOCBA3U KOCTHBIX
IIPU3HAKOB AUCHAA3UU COEAUHUTEABHON TKAHU U
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CEPACIHO-COCYAUCTON AMCPEIYASIIUU 3aCAYKUBAET
CrierTnarbHOro 06¢cyxaeHus [2]. MyTaiinm reHoB TpaHc-
dbopmupytoriero dpakropa pocra (TGF) B-pereniropos,
COIIPOBOKAQIOIIIMECS TTOBBIIIIEHHON KOHIIEHTpaliuen
AQHHOTO ITMTOKMHA Ha PA3HbIX 9TANaX dMOPUOTEHESA,
CIIOCOGHBI BBI3BATH KAK M3MEHEHUS CTPYKTYPHI U HYHK-
L[UY COEAMHUTEABHON TKAHU CEPALIA, TAK U CTPYKTYP-
HbIE U3MEHEHUS KOCTHOM CUCTEMBI [2].

AOKa3aTeAbCTBOM BHYTPEHHEN CBSA3M CTPYKTYP KOCT-
HO TKaHU ¥ COEANHUTEABHOTKAHHOI'O KapKaca CepaLia
asasiorcs Bpicokue yposuu TGF-B, n crumyasaropos
KOCTHOM pezopbiuu (hakropa pocra Gubpo6AACTOB,
nurepaerikuia-1p) npu mukcomarosrom [IMK u csort-
CTBEHHOE €My CPAaBHUTEABHOE CHIKEHUE ChIBOPOTOU-
HBIX KOHIJeHTpalui nurepdepona-y — nHrubuTopa
pesopbrun kocTHOU TKauu [1]. Ocobyio poab B aTOM
[IPOIIECCE UTPAET TUITEPIIAPATUPEO03, BEISIBASIEMBIH [1PH
KOCTHBIX BapuaHTax Hepuddepenrnuposannon ACT
[11] ¢ yaeToM criocoGHOCTH ITapaTropMOHa BBICTYIIATH
B Ka4€CTBE OAHOTO M3 IIPUYNHHBIX (PAKTOPOB MIPHUOO-
pereHHoro cuappoma yaruaensoro QT [6].

Taxum ob6paszom, muxkcomarosunit IIMK, mapdano-
1mopo6HbBIN peHoTUr U Ao6pOKavYeCTBEHHAA TUIIEP-
MOGUABHOCTD cycTaBoB y nmanuentos ¢ MAC moryr
CAYKUTH MapKepaMU HEPACIIO3HAHHOTO U3MEHEHU A
rnpopoakureapHoctr nHTEepBara QT. dro ocoben-
HO aKTyaAbHO, €CAM IIPUHATH BO BHUMAaHUE OECCUH-
KoraabHoe Teuenue udmenennoro QT y 83,7% 6oasb-
HbIX ¢ MAC.

[Ipeo6aapanue y Moropbix tarimeHToB ¢ MAC 6eccuH-
KOTIaAbHBIX (POPM YAAMHEHUA/YKOPOIEHUSA MHTEPBAAA
QT saBUAOCH, TO-BUAMMOMY, OAHOU 13 IIPUYINH BBICOKON
JaCTOTBHI BIIEPBbIE BepUPUITUPOBAHHDIX B XOAE HAIIIETO
MICCACAOBAHMSA CAyYaeB ero OTKAOHEHUM.

CTaHOBUTCS OYEBUAHBIM, UTO IIPU KAUHUIECKOM
ob6caepoBanum nanueHToB ¢ MAC ponsxkHa TIpUCyT-
CTBOBATh HACTOPOKEHHOCTh B OTHOIIIEHUU BBIsSIBAC-
HuA HapyleHus paureabHoctu narepsana QT. [pu
pa3pabOTKE aATOPUTMOB paHHEH AMarHOCTUKU bHec-
CUMIITOMHBIX BAPUAHTOB TE€IEHUS YAAMHEHU/YKO-
pouenusa nurepsanra QT B caygasax MAC Heob6xopuMoO
VIATHIBATH XapaKTEpP AUCIIAACTUICCKOTO CHHAPOMA
AT PEHOTHIIA.

BBI1BOABI

1. V marmmenTos ¢ MAC BbIsIBA€HA BBICOKAs YacToOTa
BerpedaeMocTu (38,3%) HapyIIeHU I TTPOAONKUTEND-
noctu narepsara QT npeumyiecTBeHHO B Bupe Oec-
CUHKOIIAaABHOTO BapUAHTA CO3AAIOIIETO IIPEATIOCHIAKY
AASL X TUTTOAMATHOCTUKMY.

2. O6HapyykeHa 3aBUCUMOCTD YaCTOTHI ITaTOAOTUYE-
ckoro narepsana QT or xapaxkTepa AMCIIAACTHUIECKOTO
dbeHoTUIIA: HAPYIIIEHUS €10 AAUTEABHOCTH Yy [TAITUEHTOB

¢ MAC acconjumpoBaHbl ¢ MUKCOMATO3HOW AereHepa-
nuent IIMK, mapdanonopo6ubIM peHOTHIIOM U A0OPO-
KQ4eCTBEHHON I'MIIEPMOOUABHOCTBIO CYCTABOB.

3. IHanumenros ¢ MAC 1py HAAMMUY MUKCOMATO3HOI'O
IIMK, mapdpanonopo6uoro penorumna u po6poxrade-
CTBEHHOW TUIIEPMOOGUABHOCTH CyCTABOB CACAYET CTPA-
TUQUIPOBATH B IPYIIITY PUCKA YAAMHEHU A/ YKOPOICHMSE
narepsanra QT, BozaericTBoBaTh Ha MOAUPUITIPYEMBIE
TIPUIMHBI HAPYIIICHUH €I'0 AAMTEABHOCTH, BKAIOYAS Ae-
KapCTBEHHBIE TIPETapaThl, OCYIIECTBASTh MOHUTOPUHT
CEPACIHOTO PUTMA.
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