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2. Camapa

3HauuTeNbHOE YKOpouyeHye nuTepBana QT
(mpro6peTeHHbIVI CMHIPOM YKOPOYEHHOTO
yaTepBaia QT) moce mpoBeneHmns
TPAaHCTOPAKAIbHON KapAVOBEPCUN

y HalVIeHTa C TEMOVIHAMIYECKA
HeCTaOVTbHON YKEeTYIOUYKOBOIA
TaxXMKapayen BCIeNCTBIIE OCTPOrO
KOPOHAPHOT'O CMH/IPOMaA
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Onucan KauHu4eckuti cay4ail KpamkospemeHH020 Pa3sumust CUHOpoma
yxopouenrozo unmepsana QT nocne nposedeHust
MPAHCMOPaKanvHoli Kapouosepcuu.
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OLIenpU3HaHO, YTO MHTEp-
OBan QT Ha OKI orpaxkaer

IPOJO/KUTENBHOCTD 37IEK-
TPUYECKOI CUCTOMBI KETYLOYKOB.
Ha pgnurenpHOCTh mHTepBanma QT
OKa3bIBAIOT BIMAHME MHOrUe dax-
TOPBI, HO TJIABHBIM 06pasoM 4acTo-
Ta cepmeuHbix cokpamenuit (YCC).
Cunraercs, uyto uatepsan QT Haxo-
INTCA B IpefieflaX HOPMBI, €C/IM €T0
IJIATEIPHOCTD He NpeBbllaer + 15%
3HAYEHM s, PACCUMTAHHOTO JI/I COOT-
BercTBytomeit YCC. IIpu atom, Kak
npaBuio, peskne nsmeneHusa YCC
He COIPOBOXMAITCA HEeMeNIIeHHbI-
M U3MEHEHMAMU IJIUTEeNIbHOCTHU
narepsana QT [1]. U3 gpyrux ¢daxk-
TOPOB, BIUAIUINX Ha JJINTETbHOCTD
nnrepsana QT, cmemyer BpIIETUTD
BO3PAacT, Mo (y MY>K4YMH U Y fieTel
nurepBan QT Heckonbko Kopode,

4eM y JKEHIVH), a TAKXKe pPa3Mepbl
KaMep cepplia, U3MEeHeHNe TOoIoXe-
HUS Te/la M HEKOTOpble gpyrue [2].
B TeuyeHuMe MHOTUX JeCATUIETUI
Haubobllee KIMHNYECKOe 3Hade-
HIM€, B CBSI3U C IUIOXUM IIPOTHO30M,
YHEIANOCh CUHAPOMY YIUIMHEHHOTO
nurepsana QT. K naubonee pacmpo-
CTpaHEHHBIM IIPUYNMHAM YAIVHEHNsI
nurepsana QT OoTHOCAT reHeTHde-
ckue aHomanuu. Kpome aroro, B
JUTEpaType ONMUCAHO OKOJIO JeCATKA
IPYTMX 3TUONOINYECKUX (HaKTOPOB,
B TOM YJC/Ie TIPUEM JIEKAPCTBEHHBIX
Ipenaparos (IIONHBIN UX HepedeHb
MOXXHO HaiiTV Ha cajite www.drug.
org).

3HaunTenpHO 6o7ee penkuM ¢deHo-
MEHOM SIB/ISIETCSI YKOPOUEHMe UH-
tepsana QT. Koporkuit mHTEpBan
QT nabmrofaetcs B paHHell ¢pase pe-

HOJIAPU3anNM, TO €CTh B CUTYallMH,
korga 3yber T HaumHaercst cpasy
ke mocie Kommaekca QRS, a cam
cermeHT ST wacTo orcyTcTsyer [1].
MutepBan QT Takke MOXeT yKO-
paunBaThCcs Ha (oHe JedeHNus mpe-
mapaTaMy AWTUTAINCA, GeliCTBUe
KOTOPBIX 3aMETHO y)Ke B TepaleBTH-
YeCKMX J103aX ¥ CTAaHOBMTCH Oosee
BLIPDA)KEHHBIM B C/Ty4ae MHTOKCUKA-
i [2]. [MnepkanpLumeMus u rurmep-
KajueMns, TUIepTepMIs, allujo3,
CHIDKeHNe (QYHKIMM IMUTOBUIHON
JKeTIe3bl, a TaK)Ke ITOBbIIIeHNe TOHYCa
6/Ty>K/JaolIlero HepBa MOTYT COIIPO-
BOXK/IaTbCs YKOpOYeHJeM MHTepBasia
QT [3-6]. EcTb maHHbIe, 4TO MHTEp-
Ban QT y manueHToB ¢ upmonarndye-
cKoll GubpuIsLMeil Tpeacepauit
(II) xopode, YeM y 3L0POBBIX JINIY
[7]. B 2000 r. 6b11 OmmyMcaH CUHAPOM
ykopodeHHoro nHTeppana QT, kxo-
TOPBIMI CYUTAETCS TE€HETUYECKON
aHOMaIneil ¢ BBICOKMM PYICKOM pas-
BUTUA ceMeitHoIt popmbl DIT u/mmn
BHE3AIHOI cMepTu mam o6mMopo-
KOB. J/IeKTpOKapanorpapuIecku u
97IeKTPO(PU3NONIOINIECKN OH XapakK-
TepU3yeTcs YKOpOYeHVeM MHTepBa-



nma QT menee 320 Mc, ykopoyeHUeM
3¢ pexTUBHBIX pedpaKTepHBIX Ile-
PUMOZIOB Npefcepauil 1 >KemyL04KoB
U BbICOKOJ BEPOATHOCTDIO Pa3BUTHA
JKeNTyJOYKOBBIX TaXMapUTMUIl IIpu
IPOBEJeHNN NIPOTPaMMIPOBAHHON
cTumynanun [8, 9].

B mae 2007 r. B Camapckuit 06-
JIACTHOM KIMHUYECKUN Kaphuo-
norndeckuit gucnancep (COKK])
ObUI TOCIIUTANN3NPOBAH MY>KYMHa
54 net. B 1998 r. on mepenec uH-
¢dapxT Muokappaa. JlekapcTBeHHbBIE
Ipenaparsl IPMHMUMAJ HePerysApHO:
SMU30ANYEeCKN UCTIONb30Ba Tpume-
TasuauH MB, PubokcuH, cTaTuHbl,
KMIIEYHO-PACTBOPUMDIIL aCIVPUH.
Panee snnsonoB HapyleHniti purmMa
ceppla, HOTepb CO3HAHMs He PUK-
cuposanoch. CeMelHbIN aHAMHE3 110
CepAEYHO-COCYANUCTHIM 3a00IeBaHN-
sM, BHE3aITHOJI CMepTy U 0O6MOpo-
KaM HesICHOJ 3TMOJIOTUM TaKKe He
OTATOILEH.

B Teuenme nBYX HeJeNb, NMpeplIe-
CTBOBABIIMX TOCIUTANN3ALUN, Y
HalMeHTa MOABU/IACh KIMHMKA IPO-
rpeccupylolleil CTeHOKapaun, 607b
OH Kynmposan HuTparamu. Hermo-
CPefCTBEHHO B IeHb OCTYIUICHNSI BO
BpeM: X0 b0Obl BOSHUK/IA MHTEHCUB-
Hasd, JJIMTeNbHas 60/Ib 3a TPYAUHOIL,
KOTOpas y»Xe He KYyIMpPOBaaach HU-
tparamu. bein gocrasnen B COKK]]
C IMATHO30M «OCTPbIii KOPOHAPHBIN
curgpom» (OKC). Ha srtane ckopoit
IIOMOIIY JICIIO/Ib30BANCA TONbKO
acnupuH 1 Hurtpocnpeii.

B npueMHOM 1OKO€, BO BpeMs pe-
ructpanuy IKI, BHe3anmHO moTepsn
cosnanne. Ha 9KT (puc. 1, ckopocTb
perucrpanuu 50 MM/CeK) HepBOHa-
Ya/IbHO PETUCTPUPOBAJICA CHUHYCO-
Boii put™ ¢ YCC 60 yn/mun un gm-
TenbHOCTBI0 MHTepBanma QT 380 mc
(QTc 380 Mc), >KenyLOYKOBBIMHU KY-
mwietamu 1 Tpurtetamu. OdepenHas
9KCTPACUCTO/NA CIIPOBOIMPOBaAIa
IIapOKCU3M XKEeITYJOUYKOBOJ TaXUKap-
nvy. HemenieHHbIe peaHMMalOH-
Hble MEPONPUATHSA, B TOM YNCIIE [IBY-
KpaTHas KapAuoBepcus, IPUBEIN K
BOCCTAHOBJICHUIO CEPJIeIHON Hesd-
tenbHOCTY ¢ putMoM PII co cpenneit
YCC 84 yn/muH (puc. 2). B ator mo-
MEHT AJIUTeNbHOCTh MHTepBana QT
yMeHbIIMIach 7o 280 Mc.

ITocne BOoCcCTaHOBIEHM pUTMa Ia-
IIVIEHT OBbLI IOCTaB/IeH B OTHENICHNUE
peaHMManuy, The IPOBOAUIACD
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craggaprHasa Tepamsa OKC, Bxio-
vasg MHQysuio mupfokanHa. Ilepuox,
B TeYeHJe KOTOPOTo HabI0o#anoch
ykopouenue nHtepsana QT, He mpe-
BBIIIIAJI IIOJTyTOPa 4acoB, 3aTeM Be-
mranHa naTepBana QT BHOBD cTama
COOTBETCTBOBAaTh HOpMe (puc. 3).
Kaxux-nmmu6o nsmeHeHuit co cTopo-
HBI 3JIEKTPOTUTOB KpoBU (Kajuii
3,8 Mmonb/n; HaTpuit 136 MMOB/;
xmop 99 MMonb/m; Kampuuit 2,54
MMOJIb/J1), @ TAKOKe APYTUX OMOXUMU-
yecKMx nokasareseit (001mmin 6um-
pybun 11 MKMO/B/71, 061IMIT 6emoK
72 r/n, ModeBuHa 4,3 MMOJIB/T, GHu-
6punoren 3,25 r/m, [TTV 102%, moue-
BuHa 8,42 mmonb/m, JIAT 491 ME/n,
I'bAT 330 ME/n, KOK 305 ME/n,
MB-K®K 44,4 ME/n, obuuit xone-
crepud 207 Mr/1, TPUTINIIEPU/bI
172 mr/n, JIIIBIT 49 mr/n, JIITHII
156 mMr/1) otMeueHo He 66110. BOAK -
reMorno6uH 133 r/71, spUTPOLUTEI
4,4 x 102, CO3 3 mM/u4, IeNKOLM-
ThI 12,1 X 10°. [lanbHerilIee TedeHmne
nHbpapKTa MuoKapysa 6s10 6€3 0co-
O€HHOCTE, U MTALVIEHT YCIIELIHO ObIT
BBINMCAH Ha CAHATOPHBII 3TAIl pea-
OUINTALIN.

XopoIo U3BECTHO, YTO y YaCTH Ha-
L[IEHTOB KapAMOBEPCIs, B TOM YNCTIe
HOCTIe pa3pAa UMIITAHTYPOBAHHOTO
KappnoBepTepa-gedubpuaisiTopa,
MO>KeT COIPOBOXK/JJATbCA IOABIIE-
HMeM 3JIeBalMy VI Helpeccun
cermenTa ST [10, 11]. Opnako B [0-
CTYIIHOJ JMTepaType HaM He yfa-
JI0Ch OOHAPY>KUTD OIMCAHUIL CITy-
yaeB KPaTKOBPEMEHHOI'O Pa3BUTUA
CUHJIpOMa YKOPOYEHHOTO MHTepBaia
QT mocne nposefeHns TpaHCTOpa-
Ka/IbHOI KapAMOBEPCUL.

Ha mamn B3riag, Hanboree BeposiT-
HOJ IIPUYMHOI CTO/Ib PE3KOTO YKO-
pouenus uHrepBana QT y Hamero
malyeHTa SABUINCH TeHeTUYecKue
M3MEeHEeHN, IpIYeM IIpJ OTCY TCTBUM
CeMeIHOTO aHaMHe3a 3TO MOXeT
6prTb de novo myranust KCNQI ka-
HAaJIOB, KOTOpasi IPUBORUT K YKOPO-
YEeHUIO JUINTETbHOCTY IIOTEeHI[Mana
TeICTBUA KaK IIPENCEePOIL, TaK U JKe-
nynoukoB. C1abbIM KOCBEHHBIM IO
TBEPIKJIeHVEM 9TOII TUITOTEe3bI MOXKET
CITy>KVUTD pasBUTHE Y ALVeHTa IIOCTIe
kappuosepcun putrma OII, apndro-
IIeics ITATOTHOMOHMYHONM JJIs1 CUH-
Ipoma yKopoueHHoro uHTepsana QT.
CrnemyeTr OTMeTUTD, YTO HECKOIBKO
panee K.A. Marill u coasT. onuca-
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Puc. 1. Passumue napoxcusma ieny004xo60ti maxuxkapouu
(QTc 380 mc)
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Puc. 2. Peskoe yxopouenue onumenviocmu unmepsana QT
(280 mc) nocne nposedenus kapouosepcuu (A, b)
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Puc. 3. Boccmanoénenue HOpMAanvHoti OnumenvHocmu
unmepeana QTc (406 mc)

JIVL TIOXOXKYIO CUTYalMIO Y HalyeHTa
¢ cunppomom Bpyraga [12]. U B ux
CIydae 97IeKTpOKapAuorpaduaeckast
KapTUHa CUHAPOMA BIepBble MPOsi-
BIJIACH TIOCIIe HOUHOTO snm3onga OK
(Tak>ke yCIENIHO KYNMPOBAHHOI!
TPAHCTOPAKaIbHON KapjuoBepCu-
eil), pasBUBLIENCs, KaK IIOIaraan
[IepBOHAYA/IbHO, BCIIENCTBUE OCTPO-
r0 KOPOHAPHOTO CHHAPOMA.

Jlumepamypa
- C. 63

41



