nesbl IV6 ctaguun. T N,M,. PekomeHjoBaHO nposeaeHne
XvMmuoTepanmu.

MpenctaBneHHbIN KNMHUYECKUIA CryYan UHTepeceH
TeM, YTO CKOMMEHWNE XNAKOCTM B OPIOLLIHOM NONocTn AB-
NAeTca camMon YacTor, HO HEe €AWHCTBEHHOW NPUYUHOMN
yBEMUYEHNS pa3mepa XnBoTa U PaCTSXKEHUS €ro CTEHKW.
Takke HeobXxoAMMO MCKMYMTb BepemMeHHOCTb, pacTs-
XKEHMEe KMLIEYHUKA ra3amu, KUCTbl (SUYHUKa, BpbbKENKu,
peTponepuTtoHearnbHbIe), PaCTsHXKEHUE MOMbIX OPraHoB —
Xernyaka, Mo4YeBOro nysblpd, oxupeHve. Ha npakTtuke
Yalle Ha 1-M MecTe Nnof BONpOCOM CTOUT LIMPPO3 NEYEH 1
cepaevHasi HeJOCTaTOYHOCTb, U HEe MpeanonarakTcs 310-
Ka4yeCTBEHHbIE NPOLECChl, KOTOPbIE MOTYT ObITb MPUYMHON
acuuta. OgHo 13 Takmx 3aboneBaHuin — pak MOJOYHON
xenesbl (PMXX) — Hanbonee pacnpocTpaHeHHoe 3roKa-
YeCTBEHHOE HOBOOOpAa30oBaHMeE Yy XEHLMH, 3aHMmaroLlee
1-e MecTO B CTPYKTYyp€E OHKOMNOrm4yeckon 3abonesaemocTm
N ABNSAOLLEECH OQHOW U3 IMaBHbIX NMPUYUH CMEPTHOCTU
XKEHLUMH. JTokanm3aumsa paka B MONIOYHOW Xernese nveet
NPOrHOCTMYECKOE 3Ha4YeHne, YTo 0BYCNOBMEHO MyTAMM
NMMAOOTTOKA M3 pa3HbIX KBaAPaHTOB MOSIOYHOW XKenesbl.
MeTacTtasmpoBaHue paka B NogMbILLEYHbIE NumdaTye-
Ckue yanbl Hambonee 4acTo MPOUCXOAUT M3 OMyXOrewn,
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pPacnonioXeHHbIX B NOSAPEONAPHON 30HE U Ha rpaHuue
HaPYXHbIX N BHYTPEHHUX KBAQPaHTOB Xelie3bl; OMnyXosu,
pacnonoXeHHble B MeanalbHbIX U LEeHTpalbHbIX OTAenax
MOJIOYHOW Xenesbl, MOryT MeTacTa3npoBaTh B napacrep-
HarnbHble NMM@aTyecKkmne yanbl, YTO MOXET 3aTPYAHATb
ONarHoCTUKy Ha gorocnutaribHOM aTtane.
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CUHOPOM YAUIMHEHHOIO MHTEPBAJIA QT

B MPAKTUKE KAPAWOJIOrA

(memoHcTpaunsa KIIMHNYECKOro cny4as)
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Pedpepart. MpencrasneH kNnHUYECKUin cnyyam cuHapoma yanmHeHHoro nHtepsana QT HacneacTBeHHoro reHesa. Ero
AeMOHCTpauus npeacTaBnsieT 6onbLUOM MHTePeC AN KMUHULIMCTOB C TOYKU 3PEHUST 3TUOOMNMMN CEPbE3HbIX HAPYLLIEHWIA
pyTMa 1 NPOBOAMMOCTM Y MOMOAOM >KEHLLUMHbI, HE UMEIOLLEV B aHAMHE3E OpraHMYecKkon natonorum cepaua. B 6onb-
LUMHCTBE Clly4aeB B OCHOBE UX BO3HUKHOBEHWS NEXUT CUHAPOM yATIMHEeHHoro uHTepeana QT.

Knroyesnbie crnoea: cuHapom yanuHeHHoro uHTepsana QT, cuMHKONanbHble COCTOSIHUS, MapOKCU3M XXemnyao4KOBOM

Taxukapguu, cuHgpom WPW.

QT PROLONGATION SYNDROME IN CARDIOLOGY PRACTICE

(demonstration of clinical case)
R.G. SAYFUTDINOV, E.V. PAK, A.F. GARIPOVA

Abstract. Presented a clinical case of long QT syndrome, a hereditary genesis. Its demonstration of great interest to
clinicians in terms of the etiology of serious arrhythmias and conduction of a young woman with no history of organic
heart disease. In most cases, the basis of their origin lays prolongation of the interval QT syndrome.

Key words: long QT-interval syndrome, syncope, paroxysms of ventricular tachycardia, WPW syndrome.

I_Iau,meHTKa K., 38 nert, noctynuna B TepaneBTu-
yeckoe oTaerneHue ¢ xanobamm Ha cnabocTb,
NoTNNMBOCTb, eXXeAHEeBHble Nepebon B paboTe cepaua npu
HebonbLIOK (PU3MYECKON Harpyske, peakue KpaTkoBpe-
MEHHbIE 3NN304bl y4aLLeHHOro cepaLebreHmnsi, conpoBo-
XOarLlmecss BblpaXKEHHOW OAbILLKOW, MNoSlyoOMOPOYHbIM
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COCTOSIHMEM, BO3HUKaKOLLME BHE3AMNHO U KynupyoLmnecs
camocTosTenbHO. B aHaMHese 2 anmn3oaa notepy Co3HaHms
B 2005 1 B 2008 r., BO3HMKaBLUMNE MPU PU3NYECKNX HArpy3-
kax. Bnepsble nepebou B paboTe cepaLa ctana otMeyaTb
B Bo3pacTe 18 neT B MOMEHT duanyeckux Harpysok. K
BpayaM He obpallanacb, HUKorga He obcnegoBanach.
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MocnegHue 5 neT oTMeYaeT yxyALleHne COCTOAHMS: y4a-
LeHne nepeboeB B paboTe cepAua, NosiBNEHNE UX gaxe
B nokoe. Ctanu 6ecnokonTb BbILEONUCAHHBLIE NMPUCTYMbI
yyalleHHoro cepauebuenus, 6binm 2 anm3ona CUHKO-
nanbHOro COCTOsIHUS. HacneacTBEHHOCTb OTAroWeHa no
3aboneBaHuaAM cepaua: oTel cTpadaeT ULEMUYECKOn
GonesHblo cepaua, NepeHec OCTpbI MHapKT M1oKapaa,
y MaTtepw runepToHnyeckasi 6onesHo.

Mpn NocTynneHnn CoCTOsiIHNE yOOBNETBOPUTENLHOE.
CosHaHue sicHoe. TenocnoxeHne HopMocTeHn4eckoe. MNo-
noXeHue akTuBHoe. KoxxHble MOKpOBbI h13MONOrnyeckomn
okpacku. OTekoB HeT. [Mpy nepKyccumn nerknx onpeaens-
€TCs JIero4Hom 3ByK. [lbIxaHne BE3UKYNSPHOE, XPUMOB HET.
Yad — 16 8 MyH. [ynbC apUTMUYHBIR, YO0BNETBOPUTESb-
HOTO HaMoSTHEHUST U HaNPsKeHWs!, ¢ YacToTon 80 ya/MuH.
paHuWLbl OTHOCUTENBHOW CEPAEYHON TYMOCTUN YBENNYEHDI
Ha 1,5 cM KHapyXwu OT NeBOn CPeAHEKITIOYNYHON IMHUM B
naTomMm Mexpebepbe. TOHbI ACHbIE, aPUTMUYHBIE, 3a CYET
akcTpacucTon. MNynbcauusa Ha nepudepmnyeckmx cocy-
Oax yOoBneTBOpUTENbHAasi, LYMOB HET. A3bIK BMaXHbIN,
YnUCTbIN. XKMBOT MArkui, 6e3bonesHeHHbIn. MNevyeHb He
yBenunyeHa. Paamepsbl no Kypnosy 9, 8, 7 cMm. CeneseHka
He yBenuyeHa. CumnTom NacTepHauKkoro oTpuuaTenbHbIN
c 06eunx cTopoH. [inypes He HapyLUeH.

Ha 3KI npu noctynnexum (puc. 1): puTM CUHYCOBbIN
¢ YCC 80 ya/muH. MNopusoHTanbHoe nonoxeHne 30C
(a=+5). Yactas xenygovkoBasi 3KCTPaCUCTONNUS MO TUMY
TpuremmHun. QT=400 mc, QTc (no cdopmyne baset-
Ta) = 450 mc.

JlabopaTtopHble gaHHble. O6wul aHau3 Kposu:
nevikounTtbl —5,1x10%n; nanoykosaepHble — 1%; cer-
MeHTosiaepHble —54%; 303uHoUNbl — 4%; MOHOUM-
Tl — 7%); numdpounTbl — 35%; apuTpouuntel —4,48%10"%/1;
remorno6uH —13,5 r/n; rematokput — 39,7%; Tpomboum-
Tbl — 249%10%n; CO3 — 9 MM/.

Buoxumuyeckull aHanus kposu: Na — 142 mmonb/n;
K — 4,57 mmonbe/n; ANT — 16 En/n; ACT — 19 Ep/nm;
rniokosza — 4,88 mMonb/n; oOWKUA XONEeCTepPUH —
5,93 mmone/n; Tpurmnuuepuabl — 0,93 MMonb/n; MoYeBu-
Ha — 3 MMOnb/N; KpeaTUHUH — 74 MMOnb/n.

Obwutl aHanu3 Mo4Yu: UBET CBETNO-XENTbIN; ya. BEC —
1018, peakuus kucnas; 6enok oTp.; caxap oTp.; aNUTENuUn
NIIOCKWI, eOUHNYHbIE B Nore 3peHnsd; nenkountoel — 0, 1,
2 B none 3peHus; aputpountbl — 0, 1 B none 3peHuns.

OxoKIl: pasmep nesoro npepcepauns 4,1 cm. lMo-
NOCTb NEeBOro xenygoyvka pacwupeHa: KOP — 5,6 cwm,
KCP — 4,3 cm. CokpaTUMOCTb MMOKapaa NEeBOro Xeny-
Oodka cHmkeHa — OB JIK — 46%. MexokenygoykoBasi
neperopogka — 0,9 cm. 3agHAs CTeHKa NeBOro Xerny-
poyka — 1,0 cm. AopTanbHbivi knanaH — 1,7 cM. Mutpane-
HbIA KranaH: npotneodgasa ectb. Mk A paBeH nuky E.
MpaBbil xenygoyek — 2,9 cMm. 3aknoveHune: gunarauus
nornocTy NeBOro Npeacepaust, CHXXKEHNE COKpaTUTenbHON
yHKUMM MUOKapaa, AnacTtonnyeckas AUCAyHKUNS MUO-
Kapaa 060ouX Xenyao4KkoB.

Mo xonTepoBckoMy MOHUTOpUpoBaHuto (XM) SKT BbI-
SIBMeHa Yyactas NoNuTonHas XenyaovkoBasi 3KCTPacucTo-
nus, ABa KOPOTKMX 3nM3o4a NapoKcuama XKenyaoqkoBomn
Taxvkapamu (puc. 2), yonvHenve nitepsana QT go 460 mc.
Bbin 3aperMcTpnpoBaH 3anm3og NpexoasLero cMHapoma
WPW (puc. 3).

Onsa yTouyHeHusa aTnonorun 3aboneBaHus Obinu
N3yYeHbl aMeKTpoKapAMorpaMMbl Grvkannx poacTBEH-
HUKOB GOmnbHOW. BbIACHMNOCH, YTO OTUa NaUMEHTKM
0ecnokosaT NpuCTynbl y4aleHHoro cepauebueHuns,
Ha ero Kl nmeetca cuHgpom WPW. QTc= 420 mc.
(cm. puc. 3).

Ha OKIT cbiHa naumeHTku (puc. 4) obpalaeT BHUMaHve
HeperynsipHbIi CUHYCOBBIN PUTM, CUHAPOM paHHel peno-
napusaumm xenygoykos. QTc= 405 mc.

YuuntbiBas nameHenusa Ha AKI (4yactas nonutonHas
XKenyaoykoBasi 9KCTPAcUCTONMUS, KOPOTKNE 3NM304bl
XKEenyao4yKoBOW TaxXUCUCTONUW, NPEXOAAMIA CUHOPOM
WPW, yanuHeHue mnHtepBana QT), OTATOWEHHYO Ha-
cnencrtBeHHOCTb (y otua — cuHapom WPW, nepeHe-
ceHHbIi OVIM B aHaMHe3e, y CbiHa — CUHOPOM paHHEeN
penonspusaunm xenygovkoB), Hayano 3aboneBaHus ¢
18 neT, oTcyTcTBME Yy BONBHOM yKa3aHUs Ha MepeHe-
CeHHOe OpraHM4yecKoe nopaxeHve cepaua (peBmaTtumam,
MWOKapauT, apTepuanbHas runepTeH3ns) MOXHO AymaTb
0 BPOXAEHHOW, reHeTu4eckun obyCcrnoBneHHON NaTonorum
cepaua.

BbicTaBneH gnarHo3: CUMHAPOM YAMWHEHHOTO
QT-uHTepBana HacrnencTBeHHOro reHesa. HapylieHuve
puTMa B BUAE YacTOW NONMTOMHOW XXenygo4yKoBOW 9KCT-
pacucTonuu ¢ aNn3oAamMy NapoKCU3MOB XKenya404KOBON
Taxukapauu. Mpexogsawwmin cuHgpom WPW. XCH |1,
DK III.

o

_ LA;_JMWMLJL

Puc. 1. MonutonHas xenygo4koBas akcTpacuctonus (25 mm/c)
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50 mmicex

Puc. 2. 3nnsoa napokcunama xenygoyukoBon Taxukapanu
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Puc. 3. Mpexogsawwmin cuigpom WPW

u [} 25mm/s s

Puc. 4. CuHgpom paHHel penonspusaumm xenygoykos

MpoBoaumoe neyeHune: metonponon no 12,5 mr 2 pasa BonbHas Gblna NPOKOHCYNETMPOBAHa apyUTMOMOroM,
B A€Hb, acrnapkam no 2 t1abn. 3 pa3a B eHb. KOTOpbI pekoMeHaoBan umnnadtayuo IKC.
3a Bpem4d I'IpeﬁbIBaHI/IFI B CTaunoHape CoCToAHne nauun- ,D,eMOHCTan,I/Iﬂ OaHHOro KIMHU4YeCKoro cny4yaa npea-

€HTKUN 3HAYMTENBHO YIyYLUNIIOCh, KONTMYECTBO XXEMYAOYKO-  CTaBMSET OOMbLUOM NPAKTUYECKNA MHTEPEC C TOUKN 3PEHNST
BbIX SKCTPACKCTON COKPATUNOCh, AMU30L0B XXENMYyAOYKOBbIX  BbIICHEHMS NPUYNH OOMOPOYHBLIX COCTOSIHMIA. B 6onbLunH-
TaxucucTonun He Habnoganock (npoeogunocb XM OKIT  cTBe cnyyaeB B X OCHOBE NexaT pasnuyHble HapyLUeHUst

B AMHaMUKe). puTMa, 06ycnoBneHHble yanMHeHnem nHtepsana QT.
PekomeHaoBaHO: KOHCYNbTaUMs apuTMosiora, Npoaorn- Ctatbst noctynuna 12.01.2012 r.
XWUTb Npuem B-agpeHobrnokaTtopos. MpuHsita B nedats 20.02.2012 1.
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