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DIAGNOSTICS OF VARIOUS VARIANTS OF CARDIOYOPATHY IN CHILDREN.
THE NEW SIGHT AT THE OLD PROBLEM (PART 3)

G. E. Sukhareva

SUMMARY
Own monitoring of family forms arrythmogenic rightventricular dysplasia of the girl, who was under
observation during 12 years, presents at this article. Life-threatening ventricular tachycardia was a clinical
manifestation of pathology. It was necessary to implant a cardioverter-defibrillator. Own observation under the
child with rare pathology - long QT syndrome also was given in the article.

OIArTHOCTUKA PI3HUX BAPIAHTIB KAPOIOMIONATIW Y OITEA.
HOBUI NornAn HA CTAPY NPOBNEMY (YACTUHA 3)

I.E. CyxapeBa

PE3IOME
B cTaTTi HABOANTLCA BNAacHe cnocTepeXKeHHaA CimenHoT Gopmy apuTMOreHHOT AnCnasii NpaBoro WiyHouKa
y AiBUMHKY, AiKa nepebyBana nif CnocTepexeHHAM NpoTarom 12 pokis. KniHiyHum nposBom natonorii 6yna
KMTTE3arpo3nnBa LWIYHOUKOBA TaxXikapais, Wo noTpebyBano yCTaHOBKM KapaioBepTepa-aedubpinatopa. Y
MaTepi XBOPOI TaKOX PeECTPyBasiach LWIYHOUKOBA TaXikapAia. Y CTaTTi TakoXX HaBeAeHO BllaCHe CocTepeXeHHA

3a AUTUHOIO 3 PiJKOIO MATONOTIE — CMHAPOMOM nofoBxeHoro iHTepsany QT (LQTS).

KnioueBble crioBa: AeTH, apMTMOreHHasi AUCMIIa3usl NPaBoro XesyAo4ka, CUHAPOMOM YANUHEHHoro uHTepsana QT.

ApuTMOTeHHas IUCIIIAasusA IPaBOro JKemyLouKa
(AIIDK) OTHOCUTCS K IIEPBUYHBIM KapAMOMMOIATHSM
(KMITI). 910 maronorus HesCHOI STUOIOTUM, OOBIYHO
HpefCcTaB/IAoIast c0001T M30MMPOBAHHOE IIOPasKEHIe
npasoro xenygodka (IDK), gacto cemeiinas, xapakre-
pusyIoLascs XUPOBOIl W GUOPO3HO-KUPOBOIL MH-
¢$ubTparert MIoKapaa >KelmyL0YKoB, COIPOBOX/Ia-
FOIIASACS JKeTyTOUYKOBBIMY HapyHIeHUAMY CEPIEeYHOTO
purma (HCP) pasnuyHOIT cTeneHu TAXeCTH, BKII0Yas
GuOpMIIALNIO KenyLo4KoB. PacipocTpaHeHHOCTD
AJITIXK Mano nsydyeHa B CBA3M C TeM, YTO Hayaso 3a-
6o7eBaHMs 4acTo mpoTekaet beccummnromuo. B 80%
CTy4yaeB OHA BBIAB/IAETCA B Bo3pacTe 1o 40 neT, daie
y Myx4nH [1, 2, 4, 5, 6]. HekoTopble aBTOpBI c4MTa-
10T AJIIDK npuynHoii BHE3aHOI cepAeYHON CMepTH
(BCC) y 26% pereit n mogpoctkoB. BCC MoxeT ObITh
HIePBBIM ¥ €ITHCTBEHHBIM nTposiBienneM AJIIDK, oco-
OeHHO Y MOJIOZIbIX JIIOfiell 11 CIOPTCMeHOB. [10 JaHHBIM
aMepuKaHCKux aBTopoB, AJIIDK nocmepTHO Amarso-
cTupyeTca npumepHo B 5% cimydaeB BCC cpepgu mun
MOJIOXKe 65 11eT u B 3-4% Cny4aeB cMEPTH MOOJBIX
CIIOPTCMEHOB BO BpeMsi copeBHOBaHmi1 [5, 14]. Cyx-
IeHNUs 0 IaToreHe3e 3a00/MeBaHMsI CBOATCSA K ABYM
teopuaM: AJITDK - aTo BpoXx/ileHHast aHOMaJINA pas-
BuTns mrokapga IDK, naseiBaemas gucmnasmeit [1, 4,
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6,9, 10, 11, 14]. BosHUKHOBeHUEe TaXUKAPAUM MOXKET
OBITH OTCPOYEHO Ha MHOTO JIeT, Hoka IDK He yBenu-
YUTCS 3HAYUTENBHO U pasMep apUTMOTEHHOTO Cy06-
cTpaTa He OYAeT HOCTATOYHBIM A/ BOSHUKHOBEHIS
CTOVIKMX XenynoukoBbix Taxnapurmuii (JKT). Bropas
TeopusA CBA3bIBaeT BOSHUKHOBeHue aucasuu [DK ¢
MeTaboMNYeCKUMI HapyLUIeHMAMY, ITOPaXKaoMUMM
IDK u BBI3BIBAIOIIMMY IpOTpeccupylolee 3aMele-
Hite Muo1ToB (armontos) [8, 4]. OctpoBku GpubposHO-
XUPOBOI TKaHM, o6HapyxuBaemble npu AJTDK,
(hOopMUPYIOT apUTMOTEHHBIN CYOCTpaT, HeCyluil B
ceOe 3NMeKTPOPU3NONOrNIecKUe YCIOBU Pa3BUTHA
re-entry, ieXkalljero B OCHOBe 3/10kauecTBeHHbIX JKT.
Boipenaior 4 tunuyHble GOPMBI KIMHUYECKOTO Tede-
uust AITDK: ckpeitast popma, Ipy KOTOPOI IEPBIM U
eIMHCTBEHHDIM IIPOsIB/IeHIeM 3a00/1eBaHNA ABJIAETCA
BCC BcnencrBye GpuOpHILALINY KeTyL0YKOB; apUT-
Mudeckas popMa, XapaKTepU3YIOIasacs HaMIMeM
[OKYMeHTUPOBaHHbIX cuMrnToMaTnaHbx JKT (kemy-
noukoBoit axcrpacucromu u JKT) ¢ koHpurypanm-
eit kommiekca QRS 1o Ty 610KafIbl 1€BOI HOXKI
nyuka Iuca (BJIHIIT); «paicisymptomatic form» -
HPOABJIAETCA TAKMMU CUMITOMaMMY, KaK IPUCTYIIbI
cepauebyenus, 60b B 06macty cepaua; Gpopma, Ipo-
ABJISAIOLIASACS CcepAedHoll HepocTaTouHocThio (CH),



IpeUMYILIeCTBEHHO IIPaBOXKeTy0YKOBOI1, C HA/IMYeM
wm orcyrcreueM HCP [1, 2, 4, 5, 10]. McKenna WJJ.
et al. [10] B 1994 ropy paspaboTanyu Kputepun fya-
raoctuky AJJIDK (ta6m. 1).

HOuarnos AJIIDK cumTaercsa [OCTOBEPHBIM IpU
COYeTaHUM IBYX OOJIbIINX KPUTEPUEB, 1-r0 60/1bIIOro
U 2-X MaJIbIX KpUTEpUeB, WIN 4-X MajIbIX KpUTepueB

VImeroTcs JaHHbBIE O HAaC/IeACTBEHHOM XapakTepe
AJITDK: A.Nava et al. B 1988 rofy BbIcKa3anu runore-
3y 06 ayTOCOMHO-/JOMMHAHTHOM TUIIe HAaC/IeOBAHIA
C pas/IM4HOI CTeneHblo mpossenns [9, 11, 12]. Heit-
CTBUTENBHO, 60bHble ¢ AIITDK 1 MX pofcTBeHHUKM
YacTO MMEIOT B aHAMHe3e YKa3aHA Ha CUHKOIIa/IbHbIe
COCTOSIHNS HEyTOYHEHHOI aTronorun. O6MopoKy,
KaK IIPOsABJIEHME TsXKENbIX apUTMUIECKMUX COOBITHIL,
MOTYT BO3HMKATD 33JJO/ITO 10 Pa3BUTI XapaKTePHBIX
K/IVHUKO-VHCTPYMEHTANbHBIX pu3HakoB AJITIIK.

Ham xmHmgecknit mpyMep WIIOCTPUPYET TEOPUIO
EI Marcus et al. (1982) o ceMeifHOM XapaKTepe apyTMO-
rennoit pucrasun [DK. Ha nporspkennu 12 net (¢ 9
ner o 21 ropa) mop HaOMoieHeM CHavaa JeTCKIX, a
3aTeM B3POCTIbIX Kap/1O/IOr0oB HaxofuIach 6ombHas B. ¢
TspxenbiM HCP, yacTpiM1 TpecHKOIIaIbHBIMY, A 3aTeM
U CUHKOIIAJIbHBIMU cocTossHUAMU. [Inarnos: AIITDK,
apuTMuyeckas GpopMa ¢ aCTHIMU HMPYCTYIIAMU XKeTTy-
IOYKOBOJI TAXVMKAPAVH Y TIALVEHTKY B. 6511 BhICTaB/IEH
10 1 6osbioMy 1 4 ManbiM Kpurepusam McKenna WJ. et
al.: cermenrapHoe nopaxenue IDK c Bosneuernem JUK;
cemelnblil cnyyait AIIDK, mokasaHHbBIN KIVMHIYECKH;
JacThle JKelyJ0uKOBble 9KCTpacucTossl (>1000/24 1);
arm3ops1 MoHoMOp¢HOI JKT ¢ Mopdonoryeit 6mokazpl
JIeBOVI HOXKKU ITy4Ka [uca; ymepennas aumatanusa IDK
6e3 cHIDKeHys ¢paxuym BoIdpoca (puc. 1, 2).

CeMeltHbll1 aHaMHe3 OTATOLIEeH. B MOMeHT nepBo-
ro 06cefoBaHNUs AeBOUKY ee MaTepu 66110 40 1T U
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y Hee Taxxke 6b1710 TsDKenoe HCP (puc. 3) ¢ gacThiMu
IPECHHKOIAIbHBIMU ¥ CUHKOIIA/bHBIMY COCTOSTHMSA-
Mmu. B Bospacre 30 j1et, mocsie anm3ofa KIMHNYECKOI
cMmepTi, MaTh pebenka 6pta o6cnegosana B HUMCCX
uM. H.Amocosa (r. KneB), rje eit 6bi1a mpeioxena
nmianTaiys 9KC, ogHako OT j1edeHns KeHIIHa OT-
Ka3aach.

AputMmus MHAyLMpOBanach y pebeHka npu u-
su4eckoit Harpyske. IIpn aHanmse XonTepoBCKMX
MOHMTOPHBIX 3anuceit IKI' oTMeyanoch yBennyenne
JacTOTBI CMHYCOBOTO PUTMa, NpefllecTByollee Mma-
pokcuamy JKT, xak oTpaskeHe aKTUBAIIUM CUMIIATO-
ampenanoBoli cuctembl. KT y mauneHTKN BHavase
umena SKI-mopdonornio BJTHIIL, 4yro ykasbiano
Ha IpOUCXOXJeHMe aputmum m3 muoxappa IIK.
OpHako co BpeMeHeM CTajy perucTpupoBaThCs He-
cxonbko Mop¢onornuit JXXT, uto ropoput o popmu-
POBaHNM MHOXKECTBEHHBIX apUTMOTEHHBIX 049aros. Y
IIeBOYKY YaCTO BO3HMKA/IM CUHKOIIA/IbHbIE COCTOSHNA,
4TO HOTpebOBaNo0 MMITAHTALIMY KapAyuoBepTepa-
nedubpuIsTOpa, KOTOPHIN OBUT YyCTAHOB/IEH OOB-
Hoil B DefieparibHOM JETCKOM IleHTpe apuTMumit (T.
Mocksa) B Bospacte 14 net. ITpu npoBepke paboTsr
KapanosepTepa-fepubpunnaTopa y 60npHoit B. Ha
IPOTSKEHUN HECKONIbKUX JIeT 3aperuCcTPUPOBAHDI
YyacThble XKeNTyLOYKOBbIe TaPOKCU3MBl, KyNMPYIOLIe-
cst paspsagom fedubpunstopa. B Bospacre 17 ner
BBIII/IA 3aMY’K, U, HECMOTpPsl Ha IpeRyIpexaeHus
Bpadvell 0 HeXXeaTeNbHOCTI OepeMeHHOCTH, B 18 et
HacTynmia 6epemeHHOCTb. Ha yder BcTama B 22 He-
pemu rectaryy B [IOM]] (r. Cumdepomnons), re 6bima
nposefeHa IxoKI niopa, KoTopas BbLABIIIA TSKETBII
BIIC (cuHpOM TUIIOIIa3NM JIEBBIX OT/IE/IOB CEpP/Lia).
Pogurensm Obina mpepiokeHa KOHCYnbTanus B I'Y
«HIIMII feTckoit KapAuonIorum 1 KapauoXupyprum»

Tabnuua 1
Kputepun gnardoctuku AAMK (McKenna W.J. et al., 1994)
Kputepun bonblme npnsHaku Manble npu3Haku
oo - cnyyam AZIMNMXK, pokasaHHble ayTon-

CemeliHbIN v AT, yTO - cnyyam BCC B monogom Bo3pacTe;

CYen NI SHOOMMOKapANanbHOM
aHamHe3 . - cnyyan AANPK, nokasaHHbIe KINMHUYECKN.

6uoncuen

- YacTble XeynoUYKoBble SKCTPACUCTONbI
(>1000/24 u);

- anu3oabl MoHoMopdHo KT ¢ mopdonoruein

- HanMume BOJIHbI «€» (MCUIIOH); .
JKI 610Kabl NEBOW HOXKM NyyKa 1ca;
-QRS 110 mc V1-V3.

- HapyLLeHve penonapusauum B V1-V3 y naum-
eHTOB cTapLue 12 neT, He nmetoLmx 6nokagy
npaBomn HOXKM MyykKa [ca

Mctonorn- |- GM6PO3HO-KMpPoBas NHOULTPAUUS | - YBENNUYEHWE COREPKaHA XMPOBOI TKaHN 3%;
yeckue flaHHble | (copepKaHue XnpoBon TKaHu 40%) |- numdoumnTapHble MHOUNBLTPaTbl B bronTaTte
- 3HAYMMas aunaTauuna, CHUXKeHNe
akuum Bbibpoca MX;
OncoyHKuma bpakuy P ' - yMepeHHasa gunatauuma MNMX 6e3 cHuxkeHuA
- cermeHTapHoe nopaxeHue MXK ¢
XKenynoukos dpakyum BbibpoCa
BOBJIEUEHMEM JIEBOTO »KenyaoukKa;
- aHeBpu3Mbl [TK
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Puc. 1. Pe6. B. c AAMX. MonumopdHas xenygoukoBas Taxnukapaus, YacTbie HeYCTONYMBbIe NPUCTYMbI.
YacTasa nonumopdHas xenyaoukoBas skcTpacuctonus: a) pparmedt SKI B 12 net, 6) KT B 13 ner,
B) ¢pparmeHT XM KT B 14 ner.
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Puc. 2. [13xo KT pe6. B., 12 net. PaclunpeHne cTBona neroyHom aptepum,
ymepeHHasa gunatauus MK n JIXK.

Puc. 3. 3KI maTtepu 6onbHon B., 40 net. [pynnoBas nonumopdHas »xenygoukoBas 3KCTpacucTonms.
AnnoputMmusa no Tuny burumeHum.
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Puc. 4. 19xoKI nnoga B. BINC
1 NosnHas aTpUOBEHTPUKYNApHas 6nokaga.

MO3 Ykpanusi (r. Kues), rge nomnmo BIIC y mnoma
ObL/Ia AMArHOCTMPOBAHA IIOHAS aTPUOBEHTPUKYISP-
Has 6nokazia ¢ YCC miopa 40 - 45 yn/MuH. (puc. 4).

Bricokuit puck npepbiBaHus 6epeMeHHOCTH TIpH-
BeJI K OTKa3y pOIUTEsIelt OT TaHHO onepanun. B cpoke
28 Hepenb recTauyy 60/IbHAsA OblIa KOHCY/IBTVPOBaHA
3aBefiylomuM otaenenueM aputmuit HVM CCX nm.
H. Amocosa 3aneBckum B.II., KoTOpBIM 6BLIO TIPO-
BefleHO IepelnporpaMMUpoOBaHNe KapAuoBepTepa-
mepuOpunIATOpa, JAHLI pEKOMEHAALNN POfOpaspe-
IIeHNA B CIIeLMaIN3MPOBAHHOM POAWILHOM JoMe Ne 5
(r. KueB). Pogipl B cpok. B 2 waca »xmn3HU pebeHOK Obi
nepesefied B I'Y «HIIMIJ meTckoit kKappyonornu u Kap-
muoxupyprum» MO3 YKkpalHBbI ¢ IMaTHO30M: yMEpEH-
HbIil K/IaIlaHHbIIT aopTasbHblil creno3 (I'CIT 54 mmHg).
[Mnonyasus myru aOPThI C KPUTUYECKON KOAPKTALeNn
aoptsl (KoA). [Mnomnmasust MUTPaIbHOTO K/IalaHa u
neBoro xenypouka. OAIL B mepBble cyTKu pebeHKY
BBIIIO/THEHA PEHTIeHIHOBACKY/IsApHas OGayloHHAs
aHryMoIIacTiuka Kpurndeckoi KoA. Pesynbrar Bmena-
Te/bCTBA OB yHoBIeTBOpuTenbHbIM, ['Cll cHU3MICH,
OffHaKO Y peOeHKa yCyryOumach MoHast aTpyoBeHTPH-
KynApHas 670Kazia, uto Ha ¢pone BIIC B TeueHme He-
CKOJIbKIX CYTOK ITPUBEJIO K I€TaTbHOMY UCXOZLY.

Hecmotpst Ha Bce ycmnus Bpadeit, 6onbHast B.
yMepra B Bo3pacTe 21 rofa n3-3a KaTeropu4ecko-
ro OTKasa OT 3aMeHBbI BbIPabOTABIIETO CBOII pecypc
KappuoBeprepa-nepubpumiaropa. Juarnos AITDK
HOATBEPXK/IeH P NaTONIOT0AHATOMIYECKOM JICCTIe-
moBaHuM. MaTb MaleHTKM >KUBA.

Cormacuo knaccudukauuu BO3 1995 roga x
IpyIIle TMepBUYHBIX KapAMOMUONIATUI OTHOCATCA
TaK>Ke HAPYLIEHNS MOHHBIX KaHaTOB (CUHIPOM Y-
nennoro unrepsana QT (LQTS), cunppom Bpyrana,
cuHppoM yKopodennoro nHTepsana QT (SQTS); cun-
npoMm Jlenerpa (Lenegre); karexonaMuHIHepruyeckas
nonumop¢Has xenypoukonas taxukapaus (CPVT);
CHUHIPOM HeoO'bsACHMMOII BHE3aIIHOJ HOYHOI CMepTH
(Asian SUNDS).

Bpox/ieHHBIiT CHHAPOM YATMHEHHOTO MHTEepBaa
QT oTHOCKTCA K )KM3HEYTPOXKAIOLIMM COCTOSHUAM U
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HpPOSAB/AETCA MPUCTYIAMU GUOPVUIALIVIN XKeTyH0Y-
KOB, BO BpeMsA KOTOPbIX HACTyIaeT MOTeps CO3HAHMNA
Y MOXKET HaCTYIUTb BHe3aIHas cMepTh 60/bHOr0. OH
BCTpEYaeTcsA B JIBYX BapMaHTax: CuH[poM Pomano-
Yoppa u cunppom Jlxepsemnna-J/lanre-Hunbcena (co-
yeTaeTcA ¢ IyxoToit). B 1957 roxy [xepsenn u Jlanre-
HunbceH AMarHoCTUpOBaIN «CUHAPOM YANTMHEHHOTO
QT» y 4 uneHoB ogHON ceMbH, CTPAJAIOIIUX BPOXK-
TNEHHOM ITYXOTOM, YaCTBIMM CHHKOIIE ¥ MMEIIINX
crorikoe ygmaenye QT na OKI. B 1963 rony Pomano
u B 1964 roxy Yopp, omycany OfoOHbI CUHAPOM, HO
6e3 rnyxotsl. CungpoM Pomano-Yopaa Hacmenyercs
[0 ayTOCOMHO-JOMMHAaHTHOMY TUIIY 1 BCTpedaeT-
ca ¢ yacroroit 1:10000, t.e. B 15 pas yaie, 4eM CUH-
npoMm [Ixepsenna-Jlanre-Hunbcena, KOTOpBI MMeeT
ayTOCCOMHO-PELIECCHBHBIN TUII HAC/IefOBaHNA. B Ha-
cTosiiiee BpeMst UAeHTUUIVPOBAHbI 4 TOPasKeHHBIX
TeHa, B K)KIOM 113 KOTOPBIX OOHAPY»XeHO HeCKOIbKO
MyTanuit. MyTaunu IponcxXofsAT B TeHaX, KOAUPYIO-
I[UX KaJIMeBble U HaTpyeBble KaHasl (3, 4, 7, 13].

ITpuBomYM cOOCTBeHHOE HabMIOeHNEe pebeHKa ¢
«cuHApoMoM yauHeHHoro QT». JleBouka oT mepBbIX
CPOYHBIX POJIOB C OCTPOII TUITOKCHeT Iiofa (1o Am-
rap - 7-8 6aytoB). Pommmace ¢ maccoit tena — 3200 rp.
Pocma u pa3BuBamach COOTBETCTBEHHO BO3PACTY, IPU-
BITA 110 Ka/JIeHAapIo. Briepsbie cuHKoIE B BO3pacTe 5
JIET, KOT/[a, TI0CIIe 3alIPOKM/IbIBaHNSA TONOBBI BBEPX, I10-
Tepsia CO3HaHMe. BriepBble 0OpaTuIach K HeBpOIATO-
JIOTy B BO3pAcTe 6 JIeT C XKamohamy Ha IIOTePI0 CO3HAHIIS
B TeYeHMe HeCKO/IBKIX CeKYH/| €3 CYZOpOor ABaKbI Ha
ypoke Gu3KyIbTyphl B Gepane 2004 1 sexadbpe 2005
roga. bein mocrasnen guaraos: BC]I ¢ cHKOIIA/IbHbI-
MU IapokcusMaMy. PeKoMeH/I0BaHbl KOHCYIbTAlN
Kapayornora, okymucta, 93T, 9XO3I. Ha 33T 6s11u
IpU3HAKY TAPOKCU3MaTbHOI akTUBHOCTY. HasHavyeHb!
HoodeH, MarHnit B6 kypcamu 1 0ocBo60oX/ieHue 0T ypo-
KOB (pM3KY/IBTYPHI 10 KOHIIa y4eOHOro rofa. B Teyenue
ropa 0OMOpPOK IIOBTOPWICS 1 pas Ha 2—3 MUHYTBL B MO-
MeHT usudecKolt Harpysku. Beerna nepen o6Mopoxom
OTMeYanoCh FOIOBOKpPY)KeHue. [IBaX/Ibl OCTIe CUHKOTIe
HeIIpoM3BOIbHOE MouencIyckanmye. [Ipuxoauna B co-
3HaHMe Bcerga camocroAaTenbHo. [Ipu xonTpone KT
09.10.2006 roga BepBbIe KOHCTATUPOBAHO Y/IIMHEHNE
nnrepsana QT fo 0,46" (puc. 5).

HampasneHa Ha cTauyoHapHOe 00C/IefoBaHue B
Kappnopesmaronorundeckoe otnenenvie PIIKD (r. Cum-
depomnons), rae mpouia obcrenoBauue B uwose 2007
rofia ¥ BIIepBbIe OBbUI IOCTABJIEH [YATHO3: CHHAPOM
yanuHeHHoro nHTepBana QT. PexomenpgoBaHo fanb-
Helliee o6cnenoBaHne peberka. B aBrycre 2007 roga
ponyTtenu 06paTUINCh K KapAMOJIOTy ¢ XKano6oit Ha
006MOpPOK BO BpeMsl MOPCKOT'O KYIIaHUsA C YXOIOM IIOf,
Boay (!). Juarnos: HCP (mabunbHoe yinnHeHe WH-
teppana QT). CunkonaabHble TapOKCU3MBL B MapTe
2008 roga Ha GoHe OCTPOro raifMopura ObIIO Kpar-
KOBpeMeHHOEe CMHKOIle B MOMEHT /la3epoTepanuin.
9KT B mapre 2008 roma: QT - 0,42" (puc. 6).
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Puc. 5. 3KT pe6.J1., 8 net ¢ LQT.

C mapra 2008 mo ampens 2009 roga 06MOpoKu
He noBTopsinuch. Ha OKT ¢ ¢pusmyeckoit Harpyskoii
QT - 0,46». Ilocne HeOZHOKPATHBIX HACTOATENbHBIX
peKoMeHpaLuit yrny6neHHoro 06cefoBans pedeH-
Ka, pOJUTENN COITTaCUINCh Ha KOHCynIbTauuo B ['Y
«HUMCCX um. H. Amocosa». B anpene 2009 roga
peOeHOK ObIT KOHCY/IBTHPOBAH 3aBEAYIOLIM apUTMO-
noruyeckuM otaenenueM B.I1. 3aneBckum, KOTOPbIM
OBUI TOATBEPIK/IEH AMATrHO3: CUHAPOM YIIVHEHHOTO
QT. «Sincope». brina pexoMeH/[0BaHA MMIITAHTAINA
KapanoBeprepa — neubpuIATOpa, OT KOTOPOIt po-
JWTEN KaTeTOPUYECKM OTKasamnuch u B mae 2009 roga
OBLIN TPOKOHCYIBTUPOBAHBI B JJOHEIIKOM MHCTUTYTE
HEOT/I0XKHOI1 ¥ BOCCTAHOBUTENIbHOI XUPYpPruu um. B.
I'ycaxka (puc. 7).

[Tpn mpoBefeHNN «TPEIMUI-TECTA» ¥ AEBOYKU
OBbIJIO BBISIBJIEHO 3HAYMTE/IbHOE YIMHEHJEe NHTep-
Bana QT mo cpaBHeHuo ¢ Hopmoit (Ha 130-160 mc).
Ypexxenne YCC u cumxenne AJl. BosHUKHOBeHKe
IPeCMHKONMANbHOTO COCTOSHMA MOCe 2 CT. Harpy3-
K. JInaruos: BpoxieHHbI CUHAPOM YAIMHEHHOTO
untepsana QT (Pomana-Yoppa). boito pekomenpo-
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BaHO (Jj0 pelleHMs BOIpoca 00 yCTaHOBKe Kapyuo-
Beprepa — fedubpuiniaTopa) HayaTh KOHCEPBATUB-
HYI0 TEpAalNIO: aTEHONON 25 MT 2 pasa B JeHb I0-
CTOSIHHO, (DMHJIETICUH, PUTMOKOP, 3/IbKap, Ky/leCaH B
BO3PACTHBIX J103MpoBKax 1oz koHTponeM IKI, 33T,
XMOKI. OpHako pofuTenu yCOMHUIUCDH B AMarHo3e
U peKOMEH/JAIVIAAX U HaCTaMBaIu Ha TIOTyIeHNM ajTb-
TePHATMBHOI KOHCYIbTanuu. B cenrsabdpe 2009 ropa
6ombHas Obla HarpaBieHa B PeepanbHbIi JeTCKMI
LeHTp HapylleHui cepgeunoro purma HMM nepna-
Tpuu u fetckoit xupypruu (Poccus, r. Mocksa), rae
ObI/Ta KOHCY/IBTMPOBaHA ITIABHBIM JIleTCKMM Kappuo-
norom Poccunm, pykoBopurenem Ilentpa, npodec-
copom M.A.IllkonbHuKOBOM. [MarHos: CMHAPOM
yanuaeHHoro nutepsana QT, cunkonanpHast dop-
Ma, 1 BapuaHT. bpina pekoMeHJ0BaHa MMIIAHTALIUA
KapuoBepTepa-fepuOpmIATOpa 1 MegMKaMeHTO3-
Has TepanusA: aTeHOJION 25 MT 3 pas3a B JIeHb IIOCTO-
AHHO, QpuHencyH 200 Mr 2 pasa B JeHb IIOCTOSIHHO,
[IaHAHTUH, Marte Bo6, a7bKap, KyfiecaH B BO3PaCTHBIX
no3upoBKax. B oktsa6pe 2009 roga MO3 Ykpaussl
OBbIT TOTOKUTENBHO PellleH BOIPOC O BbIfje/IeHUN
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Puc. 7. ®parmeHT XM KT peb. J1., 11 net ¢ LQT. YanuHeHune nutepsana QT npu Harpy3ke go 0,57".

KapanoBepTepa-neubpuinaTopa Ajst JaHHOI alu-
eHTKU, OJTHAKO POJVITEIN OT Ollepalliyl OTKa3a/luch,
0oJIbHasA MOTyYasIa TONbKO MeJMKaMeHTO3HYIO Tepa-
1110, Ha pOHE KOTOPOJI CMHKOIIE He IIOBTOPS/INCH B
teyeHne 10 mecanes. OpHaxo B aBrycre 2010 ropa
POIVITENN CAMOCTOATENbHO OTMEHIIN IIpueM bOeTa-
aJipeHO6IOKATOPOB 1 Y AeBOYKY BO30OHOBIU/IICH 06-
mopoku. Ha 9KT QT -400 - 440 mc. PopcTBeHHUKAM
pebeHKa BHOBb PEKOMEH/IOBAHO CTPOTO COOMIOATD
HasHaueHMs Bpadya. Ha MpoTsDKeHMM HeCKOMbKUX
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neT (2009-2011 r.r.) Ha oHe peryaipHOro mprema
MeJMKaMeHTOB COCTOSIHME peOeHKa OCTaeTcsA CTa-
OMIbHBIM, CMHKOIIe He MOBTOpstoTcA. Ilocmennas
KOHCY/IbTallMA IeTCKOTO Kappuonora 28.05.2012
roga. [TaumenTxe yxe 14 ner. OHa yuuTcs B LIKOJIE,
YyBCTBYeT ce0s1 XOPOLIO, CHHKOIAIbHbIE COCTOSHUS
OTCYTCTBYIOT B TedeHe 2 f1eT. PerynsapHo mpuHuMaeT
aTeHonon 50 Mr 2 pasa B cyTku. Ho B aBrycre 2012
rozia 6o7bHAsA MOTEpsATA CO3HAHUE HA aBTOOYCHOI
ocTaHOBKe. Bri3BaHHas «Ckopas IOMOIIb» KOHCTa-



THpoBaia cMepThb. Kak cTano u3BecTHO, JeBOYKa He
IPYHATA YTPEHHIOK 103y aTeHO/0/Ma (BO3MOXKHO, OHa
IpenapaT IpUHUMaJa HeperyasapHo), 4To Ha PpoHe
CUJIBHOII JKapbl, BEpOATHEE BCETO, CIIPOBOLNPOBATIO
pasBUTHE NTAPOKCU3MAIbHOI XKeyJOUKOBON TaXM-
Kapanu (TUma «ImMpyaT»), GUOPUIISALNIO KeMyR0d-
KOB 11 acuctonuio [7].

Takum 06pa3om, MOIOJOIT BO3PACT MAI[VEHTA, BbI-
paxenHas 1 wioxo neperocumas JKT (ocobenHo no-
numopdHast), 4acThle SMM30/bI CUHKOIIE, TSDKEIas [VIC-
¢bynxuws IDK, CH, Ha/mave B ceMbe POJICTBEHHIKOB C
apuTMMell WM yMepIInX B paHHEM BO3pacTe, 0TKa3 OT
medeHns1 — BCe 3Tu GaKTOPHI SBJISIOTCS IPEUKTOPAMU
HeO/IaronpysATHOrO MporHosa. I10aTomy, Bce marjeH-
ThI ¢ fuarHoctuposanHoi AIIDK wnn ¢ mogospenn-
eM Ha Hee uMeloT Bbicokuit puck BCC, paxxe mpu or-
CYTCTBUM JOKYMEHTMPOBaHHbIX kenynoukoBbix HCP.
Takoke, Ipy HaOMIOfIEHNN TTAI{MEHTa IF060T0 BO3pacTa
C CMHApPOMOM yaAnuHeHHoro uHTepBana QT HyxHO
MOMHUTD O PUCKe PA3BUTHSA y HETO BHE3AITHOI cMep-
TH, YTO VIIIOCTPUPYET NPUBELEHHDBIN KINHNYIECKUN
npumep. Camxenne pucka BCC ABnsgeTca 0CHOBHOI
3apaueit nedenua AJIIDK u cuHppoMa yaIMHEHHOTO
unrepsana QT. OpHuM 13 Hanboee MOKa3aHHbIX Jie-
4eOHBIX IIOJIXO/IOB ABJIAETCA UMIUIAHTALUA Kap/uo-
Beprepa — AedubpunnsaTopa, KoTophlit 3 PekTUBHO
npenynpexyaer passutue BCC y faHHDBIX 60/IBHBIX,
yMeHbIIIaeT IIPOrpeccUpOBaHUe COKPATUTENbHOI AUC-
byukunn Muokapya, cHikaet puck passutusi CH u
YIy4IIaeT JOATOCPOUHBII IPOTHO3.
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