KIIHMHUYECKOE HABJIIO/IEHUE

T.B.®enopona, H.B.Omenbuenko, U.A.YpBanuena, H./I.I'ynHuenko

KJIMHUYECKUI CJIYYAU COYETAHMS YIJIMHEHHOI'O MHTEPBAJIA QT,
ATPUOBEHTPUKYJISIPHOI BJIOKAJIbI U ITOJIMMOP®HOM KEJIYJIOUKOBOM
TAXUKAPAMU KAK [TPOABJIEHUE PEJAKOI'O HACJIEJCTBEHHOI'O 3ABOJIEBAHU A
C ®ATAJIBHBIM NCXOAOM

BY Oxpysicnoii kapouonozuueckuii oucnancep «lLlenmp ouaznocmuxu u cepoeuno-cocyoucmoiu xupypzuuy, Cypzym

Ilpusooumcs kaunuueckoe HAOMOOEHUE HOBOPOHCOCHHO2O C COUEMAHUEM BPOHCOEHHO20 CUHOPOMA YOIUHEHHO20
unmepsana QT, ampuoseHmpuKyIapHol O10KA0bI U NOTUMOPPHOT IHceyOOUKOBOU MAXUKAPOUU
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cuHApoM yuinHeHHoro wuHTepBana QT, cunapom Jkepsenna-Jlanre-Huiabcena,
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TaxuKapausi, BHe3allHasi CMEPTh

A case report is given of a neonate with a combination of congenital long QT interval syndrome, atrioventricular

block, and polymorphic ventricular tachycardia.
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Timothy syndrome, atrioventricular block, polymorphic ventricular tachycardia, sudden death.

Bpox/ieHHbIH CHHIPOM yIIMHEHHOTo nHTepBaia QT
(CYHMQT) 6611 BriepBeie ommcad B 1856 1. T.Meisser kak
BHE3AIHBIN CIydail CMEpTH MOJIOOTO YEJIOBEKa, B CEMbE
KOTOPOTO eIl ABOE ONM3KUX YMEPJH IPH aHAJIOTHYHBIX
o0crosiTenbeTBax. PacipocTpaHeHHOCTh 3a00JIeBaHuUs 10
KOHLIA HE BBICHEHA, IOCKOJIbKY SHHUAEMHUOIOIUYECKHe
MIPOCHEKTUBHbBIE HCCIEJOBAHUS HA4daThl CPaBHUTEIIBHO
HenaBHo [1]. HacnencTBeHHBIN CUHAPOM YAJIMHEHHOTO
nnrepBana QT sBisieTcs 3a0osieBaHUEM C BBICOKHM pHUC-
KOM BHE3aIHOM CepeYHOll CMEpTH U BCTpeuaeTcs y AeTeit
¢ yactotoi 1:500-7000 [2]. DTOT CHHIPOM OTHOCUTCS K
TeHETHYECKU JICTEPMUHHPOBAHHBIM TIEPBUYHBIM 3a0oJie-
BaHUSAM cepaua. HayuHo-uccienoBaTenbCKuil ONbIT IMO-
CIIEHUX JAECATUIETUI MO3BONSET CErojHs IPOBOJUTH
MouiekyJsipHo-reHetnueckoe tunupoBanne CYUQT, uto
JlaeT BO3MOXKHOCTH Ooiiee 3(PEeKTHBHO OLIEHMBATh PUCK
BHE3AITHOW Cep/IeuHOI CMEPTH U pa3padaThIBaTh IMOXO/IbI
K JleueHH10. TeM He MeHee OCHOBOM KITMHUYECKOH OLIeHKH
CYUQT ocrarorcs TIIATSIbHBIN aHATN3 aHaAMHE3a 3a00-
JIeBaHMUs, *KU3HHU, CIIy4yaeB BHE3alHOI cMepTH B CeMbe, a
TaKXke olleHKa 3j1ekTpokapauorpammbsl (OKI) u maHHBIX
cytounoro MmonutopupoBanust (CM) OKI" npobanna.

B HacTos11ee BpeMs BbIIEIEHO 8 MOJIEKYIIIPHO-TEHe-
THUYECKUX BapUAHTOB CHHJIPOMA, KOTOpBIE Hapsi/ly C OOIIH-
MU XapaKTEPUCTHKAMH B BUJIE 3HAYMTEILHOIO YAJIHMHEHHUS
nntepBana QT nHa OKI, mpuctynos morepu co3HaHus Ha
(oHe KUZHEYTPOXKAIOIIUX aPUTMHH U CITyyacB BHE3AITHON
CMEpPTH B CEMBbSX, UMEIOT KIMHHKO-IEKTPOKapAHOrpa-
(uueckre 0COOEHHOCTH, OOYCIIOBJIECHHbIE M3MEHEHHSIMHU
B I'eHaX, MOIYJIHUPYIOMNX (YHKIMOHAIbHYIO aKTHUBHOCTb
CepJIeUYHbIX MOHHBIX KaHajoB [2]. Cpenu Bcex BapHaHTOB
CYHUQT ocoboe MecTo NPUHAIIEIKUT TPEM, IPH KOTOPBIX
Hapaay ¢ yanuHeHueM uHTepBana QT u xusHeyrpoxka-
IOIUMH apUTMHAMHU, OTMEUAeTCsl TSDKENOE IMOpakeHHe
JpyTruX OpraHoB M cucreM. K HMM OTHOCATCS CHHIPOM
Jxepeemna-Jlanre-Hunbcena (coueranne CYUQT ¢ Heid-
POCEHCOPHOI TYyroyXocTbl0), CUHAPOM AHJepceHa-TaBu-
na (CYUQT c¢ nomuMopdHO# KemyI04KOBOI TaXUKap. -
eit (OKT), meproauuecKkumMu mapajiuaMi U CKEJICTHBIMU

aHomanusamu) u cuaapoM Tumotu (CYUQT c arpuosen-
TpUKyIsIpHOH (AB) OGnokanoii 2 crerneHu, CHHAAKTHINEH,
AHOMAJIMSIMH YMCTBEHHOTO M IICHXHYECKOTO Pa3BHTHS).
AHaNOrNYHBIA KIMHUYECKUN CUHIPOM BHE3AIHON cMep-
TH BO BpeMs (DU3WYCCKOW HATPY3KH U 3MOIIMOHAIBLHOTO
MEpeKUBAHUS, HO Oe3 BPOXKICHHOW IIYXOThI OBUI OITHU-
can C.Romano u O.C.Ward [1]. [IpuBeneHHble BapuaH-
o1 CYUQT nHacneayroTcs Mo ayTOCOMHO-PELIECCUBHOMY
TUIY U OTJMYAIOTCS KpaliHEe HIU3KOH BCTPEUAEeMOCThIO, TaK,
[0 MOCJIECIHUM JaHHbIM, CUHAPOM THUMOTH omucaH y 22
HmarreHToB Bo BceM mupe [3]. Bee Tpu HaszBaHHBIC (op-
Mbl CYUQT oTauuarT OT OCTajJbHBIX OCOOCHHO 3JI0Ka-
YECTBEHHOEC TEUYCHUC M KpalHEe BBICOKUI PUCK BHE3AIMHOM
CMepTH B paHHeM Bo3pacte [4, 5, 6]. IIpoBeneHHbI B 10-
CJIC/IHME TO/bI aHAJIM3 BHE3AIHOW CEepJCYHON CMEpTH Ha-
ceneHus nokasai, 4To B 60% citydaeB NpUUNHON SIBIISETCA
pa3BHUTHE KHU3HEYTPOXKAIOUIMX apuTMuil cepaua [7]. Ha
CCTOIHSIIHUI JICHb TpoOJieMa BHE3AIMHOW CMEPTH CUUTA-
©TCsl OHOW U3 MPUOPHUTETHHIX B KIIMHUYCCKOW MEITUIIIHE.

Hoesopooicoennwiti H., 6 6o3pacme cemu Ownetl nepe-
8eden U3 nepuHamanbHo2o yenmpa 6 OKpyslIcHol Kapouo-
Joeuveckull oucnancep «Lenmp ouacnocmuku u cepoeu-
Ho-cocyoucmoul xupypeuuy Cypeyma XMAO 29.05.2014
2. [luacnos npu nocmynienuu: Bpooicoennas AB 6roxaoa
111 cmenenu. Cunopom yonunennoeo unmepsana QT. Ipu-
cmynul 2Hceny0oyKkogoll maxuxkapouu. M3z anammesa dcus-
HU YCMAaHosieHo, umo peberok poouics 22.05.2014 ¢ om
mpemuvell 6epeMeHHOCmU, 6MOPLIX POO08, NPOMeKAsUiel
00 30 nedenu Ha one KonbRUMA, KAHOUOO3d, MHO20800USL
IJTH I cmenenu. bpaouxapous 00 55 yoapos 6 munymy 6bi-
sA61eHa BHympuympooro na 32 nedene cecmayuil, 8 C6A3U ¢
uem npoGedeHo IKCMpenHoe pooopaspeulenue Ha cpoke 33
nedenu nymem Kecapesa ceuenus.

Bec pebenxa npu pooicoenuu 2260 e, oyeuwxa no
wkane Aneap 5-7 6annos. Cocmosinue npu poxicoeHuu
msidicenoe, co 6MOPOU MUHYMbL AHCUSHU NPOBOOUNACH UC-
KYCCMBEHHAs GEHMUNAYUSL Te2KUX U BBOOUNCS Kypocypeh
071 KYRUPOBAHUSL PECRUPAMOPHO20 OUCIPECC CUHOPOMA.
Ha cmanoapmuou KT nocne posicoenus 23.05.2014 . -
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BBIPANCEHHAsL OPAOUKAPOUsL C YACTIOMOLL JHCETYOOUKOBLIX
coxkpawgenuti 55-109 ¢ mun. AB énokada Il cm. 2:1, yo-
aunenue unmepsaia QT 0o 610 mc. B konye nepsvix cy-
MOK JICUZHU ObIXAHUE CAMOCMOSMENbHOE, APMePUATbHOEe
oaesnenue 8 nHopme. Bckapmnusanue uepes 3010 yceausaem.
Ilo monumopy ommeyanucey Hapywenus pumma cepoya.
npucmynel Jicery0ouKosol maxukapouu. Ha wecmoii oenw
orcusnu - npucmynvl KT ¢ Hapyuenuem 2emoOuHamux,
NPOOOIACUMENLHOCTbIO 00 3-4 MuHym, npobexicku Heyc-
motuuusou JKT - 00 30 npucmynos 6 uac. Ilpu nposedenuu
axokapouoepaguu (IxoKI') 6 poooome 23.05.2014 e. ka-
Mepbl cepoya He pacuiupensl, npagoe npeocepoue - 1,4 cm,

Jesoe npedcepoue - 1,3 cm, npa-
02.06.2014 17:27:34
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Xpunoe nem. JKusom npu nanrenayuu msexuil, He 30ym.
Kopmumes uepes 3010 no 35 ma, yceausaem. Ilepucmans-
MUKA GbICIYIUBAEMCA. [Uype3 COXPAHEHN.

Ha cmanoapmuou DKI nokos om 29.05.2014 e.
AB onokaoa Il cmenenu ¢ uOUOBEHMPUKYISPHBIM PUM-
Mom 68 6 MUHymy, uacmoma CUHYCO8020 pumma npeo-
cepouti 130 ¢ mun, unmepsan QT 610 mc. Pezynomamei
OxoKI" npu nocmynnenuu. Ilpasoe npedcepoue - 1,4
cm.; npaswiil gicenyoouek - 0,9 cm.; nesoe npeocepoue
- 1,3 cm. Jleswiil siceny0ouex KoHeuHblll OUACMONUYECKULL
pasmep (KJP) - 1,5 cm.,; KOHeuHblll CUCmOIU4ecKull pas-
mep (KCP) - 1,2 cm.; koneunwlii ouacmoauueckuti 0ovem

10 wm/mB

ewil dicenyoouex - 0,9 cm, negulil
arcenyoouex - 1,5 cm, omxpuimoe
08anbHOE OKHO C J1€80-NpasbiM
WYHMUPOBAHUEM,  OUAMEMPOM
3 mm, coxpamumenvhas (YHK-
yust mMuokapoa - coxpamena. B 2
pooddome (26.05.2014 2.) enep-
6ble peOEHOK 3A0YHO KOHC)Ilb-
muposan ¢ HHUU I[leouampuu |
u demcrou xupypeuu (lemckuii

25 M

Yenmp HapyuleHull cepoeyHoco 02.06.2014 17:49:30
: ‘!

pumma). Bvicmagnen ouaenos:
Cunopom yOnuHeHHO20 uHmep-
eana QT nepsuunviii. Dynkyuo-
HanvHasi AB 6noxaoa Il cmenenu.
Heycmouuusas  acenydouxosas
maxukapous.  Pexomenooean
npuem 003u0ana, QuUHIENcUHa,
npenapamos Kaius u MazHusl.

s 0oobcnedosanusi u on-  *
peoenienust OanbHeuuell makmu- |
KU JleueHust pebeHoK 20Cnuma-
JUBUPOBAH 8 PEAHUMAYUOHHHOE
omoenenue OK/ «I[/] u CCX»
29.05.2014 2. Ilpu nocmynne-
HUU COCMOosHUe nayuenma msi-
arcenoe.  Tsaowcecmsb  cocmosinus
00yC1081eHA HaApYWEHUeM 2eMO-
OUHAMUKU HA (DOHe npucmynos
JAcUsHEyepodICalouelt apumMun.
Ha cnoumannom Ovixanuu. Ok-
cueeHayusi 8 NOKOe KIUHUYECKU 3
yoosnemsopumenvhas. Pebenok
6 CO3HAHUU, Y2HEMEeH, HA OCMOMpP
peazupyem  08UeAmMenbHbIM U

02.06.2014 14:44:51

amoyuonanvhbim  8030yacoenu-  QT).
em. Kpux cnaboui, mviuieunulil o )
MOoHyc ymepenno cHudicer. Kooic- EAGL & |rr*_/"' w1
e - ~
1 65 |

Hble NOKPOBbL JICEMO-PO3086ble,
yycmole, YMEPEHHOU GIANCHO-

cmu. Tookooicno-oicuposast
Kiemuamka ucmondenda. Buou-
Mble CIUBUCTbIE PO308bLE, GILANC-
Hble. Omexos nem. Cnowmanuoe
ObIXaHue pezysipHoe, 4acmoma
ovixanusi 00 60 6 mun. Ayckyno- .

[
3 ! Ay "’ Ay
|

N

MamueHo ObIXAHUe NPOBOOUNI-
cs 80 8ce omoenvl, NyIPUlbHOE.

Puc. 1 .®pazmenm CM IKIT ¢ snuzooom AB onokadwv 111 cmenenu.

Puc. 2. ®pazmenm CM IKT, c snuzooom AB onokaowt Il cmenenu 2:1,
npooonxcumenvrhocmov unmepeana QT 0o 648 mc (AIkcmpemanvHoe yonunenue
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Puc. 3. ®pazmenm CM IKT ¢ snuzooom AB énokaowt Il cmenenu 2:1
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(KZO) - 6 mn.; koneunswiti cucmoauveckutl oovem (KCO)  6e3 ocobennocmei. [lannvlx 3a JHCUOKOCMb 6 NOIOCMU
- 4 ma.; yoapruiii o6vem (YO) - 2 ma.; ¢ppaxyus eelopo- — nepuxapoa mem.

ca (DB) - 38-40 %, medxncoceny0ourosas nepecopookd C Mmomenma nocmynienusi 0Cywecmeisioct no-
(MJKII) - 0,45 cm, eunokunes, 3a0ussi cmenka - 0,3 cm,  CMOSHHOE MOHUMOPUPOBAHUE INEKMPOKAPOUOSDAMMbIL,
eunoxunes. Mumpanenvlil Kianan. cmeopku He YNAOM- — CAMypayuu KUCI0pood, 4acmomvl ObIXAHUSL, YACMOMbl
HeHvl, npomugogaza coxpanena, I'paduenm Oasnenus  nyivca. I1o monumopy pumm necmaOunbHblll, 600UMeENDL
nuxosvtii - 4,0 um pm. cm. Ckopocms kposomoxa - 1 pumma ne ouggpepenyupyemcs. Illepuoouuecku (kaxcovie
m/c.; Cmenens pecypeumayuu - Hem. Aopma: cmenxku He  3-4 uaca) ommeuaromes 3nu300et KT onumensrocmoio
VIJIOMHENbl, aMAAUmMy0ad ux 0gudicenus coxpanena. @Quo- 0o nHeckonvkux cexyno. IIposoyupyromes 6ecnoxoicmeom
PO3HOE KOIbYOo - He ynaiomueHo, Juamemp aopmuvl ma  pebeHka u Kynupyiomcs camocmosimenvho. Bo epems
yposHe cunycos Banvcanveul - 1,0 cm. Bocxodsawas aop- — npucmynog CnoHmaHHoe ObIXaHUe COXPAHEHO, OKCUHe2d-
ma - 0,8 cm. [yea aopmet - 0,7 cm. Hucxooswas aopma  yus chudicaemest 0o 70%.

- 0,8 cm. Aopmanvuulil kKranam: cmeopKu He YNJIOMHEHbl Pebenox noemopro 3aouno koncyremuposat 6 Jlem-
omkpeimue - 0,9 cm. Ipaouenm Oasnenusi nukogulll - 6 CKOM yeHmpe HapyuieHuti cepoeuroz2o pumma (Mockea)
mm pm. cm. Cropocms kposomoxa - 1,2 m/c. Cmenenv — 30.05.2014 2. [Juacnos. CunOpom yOIuHeHHO20 UHmMepsa-
pecypeumayuu - wem. ITpuxycnudanvuoii kianaw. un- aa QT [Ipucmynvl scenyoouxosou maxuxapouu. AB 6no-
makmuwii. Cmenenv peeypeumayuu - 1 cm. Jleeounas — kada 3 cmenenu. Hedocmamounocme KposooOpawjerus
apmepus: epaduenm 0asieHus nukoswill - 4 mm pm. cm.,  2A4. Pexomendosana xoncepsamusnas maxkmuxa 6e0eHus,
ckopocmo kposomoka - 1,0 m/c.; cmenensv pecypeuma- — NPOOOIACUMb MeEPanuio (003U0aH, (PUHIENCUH), UMNIAH-
yuu - 1. Ilepuxapo - 6e3 ocobennocmei. 3axnouenue:  mayus IKC npomugonoxasaua, m.x. Modxcem nposoyupo-
Coxpamumenvhas Qyukyus muoxkapoa cuudcena. I uno- — 6ame npucmynvl scery0ouKko6oli maxukapouu. Pexomenoo-
KUHe3 CMEeHOK 11e6020 dceny0ouka. Knanannwiii annapam — 6ana no8mMopHas KOHCYIbMAyUs.
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Puc. 4. ®pazmenm CM 3KF c 3nu3000M yemouiuusoui KT muna «nupyimy» npooonsicumensnocmoio oonee 3
MUHYmM, KYRUPOGAHHOU Oehudpunnayuei.

BECTHUK APUTMOJIOI'MH, Ne 80, 2015



3a epems npebvisanus 6 PAO OK/] « /] u CCX» ¢
29.05 no 24.06 nposeoerno 5 CM DKI. Ha ucxoonom CM
OKI" om 31.05.2014 2. svipadicennas o6paduxapous YCIK
58 6 mun (om 45 0o 90 6 mumn) 3a cuem AB 6nokaowr 11
cmenenu 2:1, yacmuix osnuz0006 AB b61oxadwvl 111 cmenenu
€ 3aMewaowum pummom ¢ wupokumu komniexcamu QRS
(npunooicenue, puc. 1). Yacmoie npobexcku (41 snuz00 3a
CYymKU) HEYCMOUYUBOU U YCMOUYUBOU NOIUMOPPHOTU dice-
Jyoouxoeotl maxuxapouu ¢ wacmomoui 170-234 (cpeousis
200) 6 munymy, npooonsxcumenvHocmvio om 3 do 35 c.
Iayser pumma 0o 1410 mc. Ipodonxrcumenvhocmes mMax-
cumanvrozo unmepeana QT 0o 640 mc. Ha ghone nposoou-
MO AHMUAPUMMUYECKOU MEPAnuU 8 nepevle OHU Yacmo
nosmopsinucs snuzoovt KT, [lo monumopy: coxpansemcs
Gyukyuonanvnas AB 6roxada, snuzoovr yemouuueou KT
2-3 paza 6 cymku, npogoyupyromcst 6eCnokoucmeom pe-
benka ecredcmeue 06paboOmKu
NYNOYHO20 OCMAmKA, Kopmie- |
HUeM, neleHanHuem, Kynuposanvl
NEKMPULECKOU KapOUo8epcuell.
Pebenox 6 cosnanuu, 6orvuiyio
uyacms gpemenu cnum. /Jvixanue
CHOHMAHHOE, KOpMJIeHUe uepes
30HO, yceausaemcsi, Qusuonozu-
yecKue Omnpasienus 6 Hopme.

Ilpu nosmopuwvix CM OKI’
03.06.2014 2 u 05.06.2014 -.

60

nyoouxoeas maxukapousi. Pexomenoosana xoncepsamug-
HAsi MAKmMuKa 6e0eHust, npo0oIdiCUms mepanuio (003uda,
Qunnencun) ¢ ygenuuenuem 003bl, ¢ Yenblo Kynupo8anus
yemouuugelx napokcuzmog KT ¢ cunopomom yonunen-
Hozo unmepesana QT, pexomendosano 6 nepgyio ouepeds
npUMeHsIMmb MazHusi cyib@am (6/6 OONOCHO), 80 6MOPYIO
ouepeds audokaut (6/6 bonocro). Ha gpone npoeooumozo
Jevenust cocmosiHue pebenka cmabunvHoe, mscenoe. Yc-
mouuugwsx, 3amsicnvix npucmynos KT ne ommeuanoce 6
meyeHue 08X Cymok, NoGblCULach Qpaxyus evlopoca 00
60%. OOHaKo COXPausIUCh NPOsINEeHUS PYHKYUOHATLHOU
AB 6nokaowi. Yacmoma nyneca om 58 0o 85 ¢ 1 mun. Ipu-
cmynol KT kpamrospementvle o HeCKOIbKO CEeKVYHO, NPo-
xooswue camocmosimenvno 0o 30 paz 3a cymxu (puc. 5).
Pebenok 6 cosnanuu, bonvutyio uacme epemenu cnum. Ile-
PeO KOPMILEHUAMU aKMUBEH, OOCMAMOYHO 2POMKULL KPUK.

npooondicumenvHocmoio 15 u 23 005204 174502
uaca cooOmeemcmeeHHo Ccoxpa-
nsemcest AB onokaoa Il cmenenu
¢ nposedenuem 2:1, 3nu300b6l
AB 6noxaowt Il cmenenu. Cpeo-
necymounass YKC 70 (munu-
manvhas 49 yo/mun). Yacmoma
CUHYCOB8020 pumma npeocepouil
c yacmomou 100-110 ¢ munymy.
Pezucmpuposanuce npobedcku
YCMOUUUBOU U  HEYCMOoUYUGoU

H
1

H

NnoAUMOP@HOU  08YHANPAGICH-
nout KT ¢ wacmomoii 190-251
6 MUH. NPOOOINCUMENLHOCTIIO
om 2,0 00 30 c. 0o 30 snuz30006
KT 3a cymru. Ilayser pumma 00
1309 mc. Yonunenue unmepsa-
aa QT 00 648 mc (puc. 2, 3). Ha
¢one nornou nonepeunoi 610-
Kaobl eOuHudHble INU300bl NO-
JUMOPEHOU  O8YHANPABIEHHOU

2HCENYOOUKOBOU  MAXUKAPOUU  C

yacmomotl 0o 220 6 MuH., npo-
oonarcumenbHocmovlo 00 3 MuH.
48 c., kynuposamwvl 0epubpuis-
yuetu (puc. 4),.

Ilposedena noemopuas 3a-
ouHasi KOHCYIbMayusl 8 Jlemckom
yenmpe HapyuleHutl cepoeyHoco
pumma (Mockea) 04.06.2014
2. HMuaenos: Cundpom yonu-
nennoco QT nepsuunviii. PyHk-
yuonanvnas AB  6nokaoa I
cmenenu. Heycmotiuugas dice-

Puc. 5. ®pazmenm CM IKT ¢ neycmoiiuusoit nonumopnoii KT, 603nuk 60
epemsi becnoKolicmea pedenKa, KyRupoeauics camocmoamenbho.
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Peghnexcor coxpanenvi. Poonuuox me evibyxaem, 3pauxu
oounaxogvle, gomopeakyus coxpanena. Koowca uucmas,
2yobl u cauzucmoie pozogvle. Yacmoma ovixanust 48-62 6 1
MUH. B nezkux - ovixanue npogooumcs pasHomepHo. Xpu-
nos nem. SpO, - 94-98%. I'emoounamuxa cmaburvna, 6es
noooepacku, pumm npasuivhsit, YCC 56-85 ¢ 1 mun. AJ/]
cucmonuyeckoe 6 npeoerax 100-118 mm pm. cm. JKusom
MsAKULL, NeueHb He Yygenuyend. Yceausaem SHMeEPAanibHoe
xopmaenue no 110 mn uepes 3 uaca. JJuypez docmamouy-
uottl. Cmyn 0o 5-6 paz 6 cymxu. Io pezynomamam IxoKI'
npagoe npedcepoue - 1,4 cm, npaswiii scenyoouex - 0,9 cm,
nesoe npeocepoue - 1,3 cm. Jleswiii sicenydouex: K/IP - 2,0
em.;, KCP- 1,2 em.; KJ[O - 12 mn.; KCO - 5 mn.; YO -7 ma.;
@B - 60%,; MJKII - 0,45 cm ; Hopmokunes, 3a0Hsis cmeH-
xa - 0,3 cm.; nopmokunes. 3axniouenue: CoxpamumenvHas
@ynryus muoxapoa coxpanena. Knanannwiii annapam oes
ocobennocmeli. Jlannvix 3a HCUOKOCHb 8 NOTOCMU Nepu-
Kapoa Hem.

Io oannwvim ouepeonoeo CM DKI 07.06.2014 e. pe-
eucmpuposanace AB onoxkada Il cmenenu 2:1, 3nu300ul
AB 6nokaowr Il cmenenu ¢ 3amewjarowum pummom u3
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arcenydouxos. Kopomkuii anuz00 AB  ouccoyuayuu ¢ cum-
XPOHU3AYUeu pumma npeocepoutl U HeelryOOuKo8020 pum-
ma. Yonunenue unmepsana QT 0o 621 mc. B cpasnenuu ¢
npeovtoywum CM DKI nonoscumenvhas ounamuxa: om-
cymemeue 3nu30006 KT, ymenvuenue xonuvecmea nays,
9nu30008 AB 6nokaowl Il cmenenu.

B nocneoyrowue onu ¢ 10.06 no 17.06.2014 2. na
Gone npogoOUMOL AHMUAPUMMUYECKOU MEPanuu  co-
cmosiHue pebenka msdcenoe, cmadbuivHoe. nuzo0er KT
¢ nepuoouunocmuio 2-3 Kkagicovle 2 uaca MOHUMOPUpO8a-
HUSL NPOOONIANCUMETLHOCTBIO HECKONbKO CEKYHO, NPOXOOSM
camocmosmenvro. 1lo dsa-mpu pasa 3a cymxu ¢uxcupo-
sanucy 3amscnvie npucmynvt KT, mpebyowue meouxa-
Menmosnot koppexyuu. Koowca obviunotl okpacku, ménuas,
cyxas. Temnepamypa - 36,9 °C. Omékos nem. Buoumoie
causucmole pososvle, gaascnvle. Koocnas camypayus 98-
100%. Cnoumannoe Ovixanue pecyispHoe, 4acmoma Obl-
xarus 00 60 6 mun. AycKynemamuero Obixauue npoeooun-
¢s1 60 6ce omoennt, nyapuivHoe. Xpunos nem. WKC 62-85 ¢
mun. JKusom npu narenayuu msexutl, ve ¢30ym. Kopmum-
cs1 uepe3 30HO0 mamepurckum monokom, no 100-110 max,
yeeausaem.  Ilepucmanvmuka
svicayumusaemes. Juypes, cmyn
COXpaHeHul.

Ilo  pesymomamam  3a-
xkmouumenvroco  CM  OKIT
18.06.2014 2. pecucmpuposa-
nace Opaoukapous co cpeowell
YKC 73 6 munymy (om 52 6 muH.
0o 93 6 muHn.), Ha pone nocmo-
sannou AB 6nokaowr Il cmenenu

2:1, snuzo006 AB o6noxaowr II1
cmenenu ¢ 3aMewaiouuM pum-
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Yonunenue ummepsana QT 0o
550 mc. B meuenue cymox pe-
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cymxu. /s danvhetiueo ieye-
Hust 24.06.2014 2. nayuenm ne-
DeBeOeH 6 OKPYICHYIO QeMCKYIO
bonvbHUYy, 20e Hecmompsi HA
75/ NPOBOOUMYIO MEPAnuio ouepeo-

SwumimB 25 mnfc

e
’\/\N\NWW\/\/W

Puc. 6. ®pazmenm XM c snuzooom KT muna «nupyamy.

nou npucmyn KT 19.07.2014 2
npusen K 1emanbHOMY UCXOOY.
Takum obOpazom, mpu 00-
cnefoBaHNM y peOcHKa OBLIO
BoIsiBJIeHO coueranue DKI' mpo-
SIBJICHUM, TO3BOJISAIONINX HAM
MPEANONOKUT  BPOXKICHHBIN
CHHJIPOM YJJTHHEHHOTO WHTEP-
Bata QT (cunmpom Pomano-
Yopna, cunapom JIxepsena-
Jlanre-Hunbcena): AB Onokana
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2:1, mpobexku noiaumopduoit KT (mpoBorupyronuecs
MUHUMAJIbHON (PU3UYCCKOW HATrpy3KOW: OCCIIOKOHCTBOM
pebOeHKa Mpyu KOPMIICHHH, MEJICHAHUM, KyITaHUH), SKCTPe-
ManbHOe yimHeHue natepBaia QT no 648 mc, (peBblia-
oliee qomkeHeTByromiee 3HaueHue QT Oosee, uem Ha 200
MC), CBUJICTEIIbCTBYIOIUE 00 AIEKTPUUYECCKON HECTaOMIIb-
HOCTH MHOKap/a.

[Ipu oOcnemoBaHuM MaMbl U Opara mpodaHaa OT-
CYTCTBUC KIIMHMYCCKUX CUMNTOMOB ¥ ymiuuHeHus QT
Ha crannaptHoit DKI, nposenennoe CM DOKI' - 6e3
narojoruu. Ilpu aHanmuse pogoCIOBHONW MO MaTepHH-
CKOHM JIMHUM Cilyyail BHE3alHOW CMEPTH POIHOrOo Jeja
B Bo3pacTe 43 yeT. YUuThIBast BBICOKUH PUCK PA3BUTHUS
BHE3AIHON CepeyHON cMepTH Ha (oHE KHU3HEYyTpoXKa-
IOIUX HAPYIIEHUH CepAEUHOTO PUTMA, YaCThIE MU30]IbI
nonumop¢Hoit KT, Opaauxapauro, yUIMHEHHBIH WH-
tepBan QT ceeime 550 Mc., ObuTa BhIpabOTaHa TAaKTHKA
AHTHAPUTMHYECKOH Tepanmuu 003uaaHOM, (UHIIENCH-
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HOM, KypCOB KapJOMeTaboINYeCKON TEPAITuu C MOCIIe-
JIYFOIIUM MOJIEKYJISIPHO-T€HETHUYeCKUM 00CiIeJOBaHHEM
pebeHka u ero OJIMKaWIIMX POJCTBEHHHKOB B JleTckom
LEHTpe HapylIeHui cepaeunoro putMma (.Mocksa). On-
HAaKO, IPOBOUMasl JIEKAPCTBEHHAS TEPAIlns HE YJIyUlIH-
J1a TSDKEJIBIA IPOTHO3 3a00J1eBaHusl, (haTaibHBIM HCXOI0M
C OCTaHOBKOM cepila ¥ KPOBOOOpAILICHHS 3aBEPLIMIICS
OYEePETHON MPUCTYI XKEIYAOYKOBOW TaxXxHKapJAHH THIIA
«IIHPYIT», TPOBOJAMMAS CEPJCUHO-JIErOYHasi peaHnuma-
s oKazainach He 3 PeKTUBHOM. bimkaiiiinm KpoBHBIM
POJCTBEHHHKAM PEKOMEHJ/I0BAaHO MOJICKYJISPHO-TEHETH-
YeCKOe HCCIeI0BaHHe, KOTOPOE IMO3BOJIUT HCKIIOYHUTH
WIM AMarHOCTHPOBATh 3a00jeBaHHe y OECCUMIITOMHBIX
YJICHOB CEMbH, TAKXKE ONPEICIIUTh TeHETHUECKHH PUCK
IIPH TUIAHUPOBAHUH U BEJICHUH MTOCIIEIYIONUX OepeMeH-
HOCTEH B JJaHHOU ceMbe, CIUIaHUPOBATh POJOpa3pelIe-
HUE U TAKTUKY JIEKAPCTBEHHOW TEpaIriiu B MOCIEPOJIO-
BOM IE€pPHOJIE.
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