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Jlocsid KniHiyucma

OcobeHHOCTM HabaloaeHnA NauUeHTOoB ¢
CUHAPOMOM yaanHeHHOoro uHtepsana QT (cayuait us

NPaKTUKN)

['3. CyxapeBa

Peculiarities of observation patients with syndrome
of lengthen interval QT (case from practice)

G.E. Suhareva

TocydapcmeeHHoe yupesicderue «Kpvimckuti 2ocydapcmeenHbiii meduyuHckutll yHugepcumem umenu C.H. leopau-

esck020», Cumgpeponovb

KnioueBble cnoBa: aetu, HapyLieHue cepaeyHoro putma, HaGl"OAEHVIe

oryacHo kjaaccupukaunu BO3 1995 roza
‘ K Trpynmne MepBUYHBIX KapJAUOMHUOMATHU
OTHOCSITCS HAPYIICHUS HOHHBIX KaHAJIOB (CHHIPOM
yamuaenHoro uHTepBanga QT (LQTS), curmpom bpyrana,

cuHApoM ykopoueHHoro uHTepBasa QT (SQTS); cun-
npoMm JleHerpa (Lenegre); karexonaMHHIHEprHyecKas

noimumopdHas  kermynoukoBass  taxukapaus  (CPVT);
CHUHIIPOM HCOOBSCHHMOI BHE3allHOH HOYHOH CMepTH
(Asian SUNDS).

BpoxxeHHbIH CUHJAPOM YAJUHEHHOTO WHTepBaJa
QT OTHOCUTCHA K >XU3HEYIpPOXKAIOUIMM COCTOSHUSIM U
NposIB/JseTCA NpUCTyNaMU PUOPU/IIALMM >Keay[ou-
KOB, BO BpeMsl KOTOPbIX HaCTyMaeT NOTeps CO3HAHUSA
Y MOXeT HaCTyNUTb BHe3aNHasi cMepTb 60JbHOTO. OH
BCTpedaeTcsd B JBYX BapuaHTax: CHHApoM PomaHo-
Yoppa u cunzpom /JlxxepBesna-Jlanre-HusbceHa (coue-
TaeTcsl ¢ riyxoToi). B 1957 rogy JxkepBesu u JlaHre-
HusbceH JUarHOCTUPOBaIM «CUHAPOM YJJIMHEHHOTO
QT» y 4 4y1eHOB OJHOU CEMbH, CTPAJAIOIIUX BPOXKIEH-
HOM IVIYXOTOMH, 4aCTbIMHU CHHKOIIE U UMEeIOIIUX CTONKOe
yaanHeHue QT Ha 3KT. B 1963 rogy PomaHo u B 1964
rofy YopA onucasay nofo6HbIN CHHAPOM, HO 6€3 IIyXo-
Thl. CuHApOM PoMaHo-YopJa HaceAyeTcs 1o ayTOCOM-
HO-ZIOMUHAHTHOMY THUIIy U BCTpeyaeTCs C 4acTOTOH
1:10000, T.e. B 15 pas yaie, ueM cuuapom /JxepBeJ-

Ja-JlaHre-HunbceHa, KOTOpbIA MMeeT ayTOCOMHO-pe-
LleCCUBHBIM THIl HacJeJoBaHuUsl. B HacToslee BpeMs
nJeHTHPUIMpPOBaHbl 4 NMOpPa)XeHHBIX I'eHa, B KaXJ0M
13 KOTOPBIX OGHApPY>KeHO HeCKOJIbKO MyTanui. MyTa-
LMY MPOUCXOAAT B TeHaX, KOAUPYIOLIUMX KajJueBble U
HaTpUeBbIe KaHaJbl [1, 2, 3, 4, 6].

[IpuBoAMM cOGCTBEHHOE HabJIlOJleHHe pebGeHKa C
«CUHApPOMOM yajauHeHHoro QT». /leBouka OT MePBBIX
CPOYHBIX POJIOB C OCTPOU rUNOKcHel Miofa (o Anrap -
7-8 6asnoB). Pogunack ¢ Mmaccoit Tesia - 3200 rp. Pocna
Y pa3BHUBaJacb COOTBETCTBEHHO BO3paCTy, IPUBUTA MO
KaJleHJapio. BiepBrie cHKoOIIe B Bo3pacTe 5 JIeT, Korja,
nocJie 3allpOKUbIBAHUS '0JI0BbI BBEPX, IOTepsa Co-
3HaHue. BriepBble 06paTU/Iach K HEBPONATOJIOTY B BO3-
pacTe 6 JieT C )kajio6baMy Ha NOTePI0 CO3HAHUSA B Teue-
HUe HeCKOJIbKUX CeKyH/, 6e3 CyJ0por [Bax/ibl Ha YpOKe
¢uskynbTyphl B deBpasie 2004 u sekabpe 2005 roaa.
b1 nocrassien guarHos: BC/l ¢ cuHKOMa/bHBIMU Ia-
poxcH3MaMu. PekoMeH0BaHbl KOHCY/JIbTAllUM KapJu-
osiora, okyaucta, 33T, 3XO3T. Ha 33T 6bL1M NpU3HAKHU
NapOKCH3Ma/lbHONH aKTUBHOCTU. HasHaueHbl HoodeH,
MarHe-B6 kypcamMu U 0cBO60XKJeHUE OT YPOKOB dU3-

195006, Ykpauna, Cumpeponoss, Kpoim, 6y1es. JleHuHa
5/7, e-mail office@csmu.strace.net
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Puc. 1. 9KI pe6énka J1., 8 net c LQT

KyJBTYpbl [0 KOHLla y4ye6HOro roja. B Teuenue roza
06MOpOK noBTOpuJIcs 1 pa3 Ha 2-3 MUHYThHI B MOMEHT
¢dusuyeckoit Harpy3sku. Bcerja nepes o6MOpOKOM OT-
MeyaJioCh TOJIOBOKpYKeHHe. [Bax /bl 1oc/ie CUHKOIe
HeNpoH3BOJIbHOE MoyeHcnyckaHue. [Ipuxoauna B co-
3HaHMe Bcerfa camocrtosTenbHO. [Ipu koHTposie IKI
09.10.2006 roma BmepBble KOHCTaTUPOBAHO YZAJIMHE-
Hue unTepBana QT xo 0,46" (puc. 1).

HanpaBjieHa Ha cTallMOHapHOe o06c/efoBaHHUe B
KapauopeBMaToJiorudeckoe otaenenue PAKB (r. Cum-
depomnosb), Tae npouuia obciesoBaHue B utosie 2007
rojla U BIepBble OblJ NMOCTaBJEH JHUAarHo3: CUHJPOM
yaiarnHeHHoro uMHTepBana QT. PekomengoBaHo [ajib-
Heliulee o6cienoBaHue pebeHka. B aBrycte 2007 roga
poAuTENN 06PATUIUCH K KAPIUOJIOTY C Kalo60i Ha 06-
MOPOK BO BpeMsl MOPCKOTI'0 KYNaHHsI C YXO/I0M 10/, BOAY
(1. Auarnos: HCP (y1abunbHOE yAJUHEHUE UHTepBaia
QT). CunkonanbHble napokcusmel. B mapte 2008 roza
Ha ¢oHe ocTporo raiMopuTa 6b1J10 KPaTKOBpEMEHHOe
CHHKOIle B MOMeHT JiazepoTepanuu. IKI' B mapTe 2008
roga: QT - 0,42" (puc. 2).

C mapTta 2008 no ampesb 2009 roga o6MOpPOKU He

Ke

noBTopsiauchk. Ha 3KT ¢ ¢usudeckoit Harpyskoit QT
- 0,46". Tlocsie HEOJHOKPATHBIX HACTOSATEJbHBIX pe-
KOMEeHJaluil yIyy6JeHHOTO0 006c/iefj0BaHUsl pebeHKa,
pOAUTEeNN COIJIaCUJIUCh Ha KOHCyabTauuio B ['Y «HU-
HCCX uM. H. AmocoBa». B anpesie 2009 rona pe6eHOK
OblJ1 KOHCYJIbTHUPOBAaH 3aBeAyIOLIMM apUTMOJIOIH-
yecKUM oTjeseHueM B.II. 3aneBckuM, KOTOpPBIM ObLI
NOATBePXKJEeH AuarHos: CUHApPoM yaauHeHHoro QT.
“Sincope”. Bblia peKkOMeH/J0BaHa UMILJIAaHTAlUs KapiU-
oBepTepa - AePUOPUIIATOPA, OT KOTOPOU pOAUTENH
KaTeropuyecku oTkasanucb u B Mae 2009 roza 6bL1U
NPOKOHCY/IbTUPOBaHbl B /JJOHELIKOM MHCTUTYTe HeOoT-
JIO)KHOW Y BOCCTaHOBUTEIbHOM XUpypruu uM. B. I'ycaka
(puc. 3).

[Ipu npoBeieHUHU «TpeMUJI-TeCTa» Y IeBOUKHU ObLIO
BbISIBJIEHO 3HAa4YUTeJbHOe yAJMHeHHWe UHTepBasa QT
1o cpaBHeHUI0 ¢ HOpMoH (Ha 130-160 mc). YpexeHue
YCC u cHukeHue A/l. BOSHUKHOBeHHE NPeCUHKOMNA/b-
HOT'O COCTOSIHUSA NOCJie 2 CT. Harpy3ku. [luar1os: Bpox-
JleHHbIN CUHJpPOM yJyinHeHHOro uHTepBasa QT (Poma-
Ha-Yopaa). belyio pekoMeH/10BaHO (/10 pelleHHs BONPO-
ca 06 ycTaHOBKe KapJuoBepTepa - AepubpuiisaTopa)
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Puc. 2. ®parmeHT XM IKI pe6. J1., 10 ner c LQT. YanuHeHune nHrepsana QT npu Harpy3ke go 0,49
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11 man 08 33 25 Min QTc {486 ms} [1] 11 mait 09:57:55 Max QTc {572 ms} [1]
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Puc. 3. ®parmeHT XM IKT peb6. J1., 11 net c LQT. YanuHeHune nutepBasa QT npu Harpy3ke go 0,577

HayaTb KOHCEPBATUBHYIO Tepanuio: aTeHoJI01 25 Mr 2
pasa B JleHb NOCTOSHHO, QUHJIENCUH, PUTMOKOD, 3J/1b-
Kap, KyJilecaH B BO3pPACTHbBIX [J03UPOBKaX I0J, KOHTPO-
saeM JKI, 93I, XM3KI. OgHako poguUTed yCOMHUIUCH
B /iMarHo3e U peKoOMeHJalusX U HacTauBa/u Ha MoJLy-
YeHUM aJbTepPHAaTUBHOM KOHCyJbTaluu. B ceHTaGpe
2009 roza 6osbHas 6bl1a HanpaBJieHa B PesiepanibHbIN
JIeTCKUM LIeHTp HapyuleHud cepzedHoro putma HUU
neAuaTpUu U AeTckolt xupypruu (Poccus, r. Mocksa),

rfe 6bla KOHCY/IbTUPOBaHa IVIaBHBIM JIeTCKUM Kap/u-
osnoroM Poccuu, pykoBogutesieM lleHTpa, nmpodecco-
poM M.A. lIKo/IbHUKOBOM.

JuarHo3: cuHApoM yaauHeHHoro uHTepBasa QT,
CUHKoMNasnbHas ¢popMa, 1 BapuaHT. brlia pekoMeH/j0Ba-
Ha MMILJIAHTaLUs KapAuoBepTepa-AebrubpuiasaTopa U
MeJlMKaMeHTO3Has Tepanus: aTeHoJioa 25 Mr 3 pasa B
JleHb OCTOsIHHO, duHJencuH 200 Mr 2 pasa B JieHb I0-
CTOSIHHO, TaHAHTUH, MarHe B6, anbkap, KyzecaH B BO3-
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PacTHBIX J03UPOBKaXx.

B okTs6pe 2009 roga MO3 YkpauHbl ObLI MOJIOXKU-
TeJIbHO pellleH BONPOC O BblJleJIeHUH KapAHoBepTepa-
JebubpuigTopa AJs AAHHOW MallMeHTKH, OJHAKO
poiUTeNHd OT ONepaliUy OTKa3ajuchb, 60JbHAsA MOJIY-
yaJa TOJbKO MeJJMKaMeHTO3Hyl0 Tepanuio, Ha ¢oHe
KOTOpOH CHHKOIIe He NOBTOPSIINCh B TedeHue 10 Mecs-
ueB. OgHako B aBrycte 2010 roa pofgUTeH CaMOCTOS-
TeJIbHO OTMEHUJIU [TpHeM 6eTa-aJpeH06JI0KaTOPOB U Y
JleBOYKHU BO300HOBUIKUCL 0o6Mopoku. Ha KT QT -400
- 440 Mc. PoncTBeHHUMKaM peGeHKa BHOBb PEKOMEH/0-
BaHO CTPOTro CO6JII0/iaTh Ha3HauYeHUs Bpaya.

Ha npotskeHuu HeckoJsibkux JjieT (2009 -2011 r.r)
Ha QoHe pery/jspHOro npuemMa MeJAUKaMeHTOB CO-
CTOsIHMe pebeHKa 0CTaeTCsl CTabU/IbHbIM, CHHKOIIE He
noBTOpsAtTCA. [lociefHsAs KOHCyJAbTalusl JAETCKOTrO
kapguoJiora 28.05.2012 roga. llagueHTke yxe 14 et
OHa yuyuTCA B LIKOJIE, YYBCTBYET cebsl XOpOLIo, CHHKO-
NaJibHble COCTOSIHUSA OTCYTCTBYIOT B TeueHHUe 2 JieT. Pe-
I'YSIpHO NPUHKUMaeT aTeHoJs0J 50 Mr 2 pasa B CyTKH.
Ho B aBrycte 2012 rosa 60JibHasi moTepsijla CO3HaAHUE
Ha aBTOOYCHON ocTaHOoBKe. Bbi3aBaHHas «Ckopasi mo-
MOIllb» KOHCTAaTUpOBaJa cMepThb. Kak cTaso u3BeCcTHO,
JleBOuYKa He [IPHHsJIa YTPEHHIOW 03y aTeHoJ10J1a (BO3-
MOKHO, OHa IIpenapaT NpUHUMaJa HeperyJspHo), 4To
Ha $poHe CUJIbHOM >Kapbl, BeposiTHee BCETo, CIPOBOLH-

KpuMCbKUn TepaneBTUYHUI XXYpHan

pOBaJI0 pa3BUTHE MAPOKCH3MAJIbHOHN >KEJYL0YKOBOU
TaxukapAauu (tuna “nupyat’), GUOPWLISLUI0 Kesy-
JIOYKOB U aCUCTOJIHIO [5].

TakuM 06pa3oM, Ipy HAGIIOAEeHUH aljeHTa J1060-
ro Bo3pacTta ¢ CHHPOMOM yAJIUHEHHOro HHTepBasa QT
HY>KHO MIOMHHUTb O PUCKe Pa3BUTHUs Y HEro BHE3AMHOU
CMEepPTH, YTO UJJIIOCTPUPYET NPHUBELEHHBIH KJIWHHUYe-
CKUH mpuMep. A eJUHCTBEHHBIM CIOCOGOM JieYeHHUs
CUHZApOMA yAJUuHeHHoro uHTepBaia QT sABasercs UM-
IJIaHTALMs KapAuoBepTepa-AeduopuIsTopa.
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Oco6eHHOCTH HabJII0leHUd NTAllIMeHTOB C CHHAPOMOM
yaavHeHHoro uHTepBasia QT (caydal U3 NPaKTUKHU)

I'3. Cyxapesa

B cTaTbhe npuBeeHO COGCTBEHHOE HAOJIIOeHUE 32 PpEGEHKOM C peIKOH NaToJIoTuen —
cuHJpoMoM yjuinHeHHoro uHTepBasia QT (LQTS).

KistoueBnle ciioBa: A€TH, HapylieHne cepaedvHoro puTtMa, Ha6mo;[e1—me.

Oco6JIMBOCTI cnocTepeKeHHs NaLiEHTIB i3 CHHAPOMOM
nogosxeHoro iHTepBasny QT (BUNaAOK i3 IPAKTHUKH)

I'E. Cyxapesa

Y cTaTTi HaBeZieHO BJIaCHe CIIOCTEePeXKeHH 3a JUTHHOIO 3 PiZIKOI0 MATOJIOTIE0 —
cuHJpoMoM nogoBxeHoro iHTepBany QT (LQTS).

Kio4oBi cjioBa: iTH, OpyLIeHHS CepPLeBOr0 pUTMY, CIIOCTEPEKEHHS.

Peculiarities of observation patients with syndrome of lengthen

interval QT (case from practice)
G.E. Suhareva

These are some notes on personal observation of a child with a rare pathology, the long

QT syndrome (LQTS) in the article.

Keywords: children, heart rhythm disorders, observation.
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An inborn long QT syndrome belongs to life-threatening conditions and manifests as epi-
sodes of ventricular fibrillation during which the patient loses consciousness and may
die suddenly. There are two variants of LQTS: Romano-Ward syndrome and Jervell and
Lange-Nielsen syndrome (combined with deafness).

Here we present an example of our own observation of a child with the long QT syn-
drome. Born during the first full-term labour, the girl had acute fetal hypoxia. She grew
and developed according to her age and was inoculated properly. The first syncope was
at the age of 5 years old. The parents saw a neurologist when the child was 6 years old
complaining of loss of consciousness for several seconds without convulsions twice at a
PT lesson. When taking ECG on October 9, 2006 the prolongation of the QT interval up
to 0,46" was established for the first time. She was referred to a hospital for examina-
tion in July 2007, and the diagnosis of the long QT syndrome was made for the first time.
Further examination was recommended. In August 2007 the parents saw a cardiologist
complaining of a fainting while bathing in the sea with submersion. Diagnosis: labile
prolongation of the QT interval. There were syncopal paroxysms, and ECG with physi-
cal exertion showed QT - 0,46". After repeated persistent recommendations to examine
the child more thoroughly, the parents agreed on a consultation at the State Institution
National Institute of Cardiovascular Surgery named after N. Amosov where the diagnosis
of the long QT syndrome was confirmed. Implantation of a cardioverter-defibrillator
was recommended but the parents refused flatly to do it. In 2009 they were admitted to
Donetsk Institute of Emergency and Reconstructive Surgery named after V. Gusak. The
diagnosis: the long QT syndrome (Romano-Ward variant). While waiting for implanta-
tion of a cardioverter-defibrillator, they were recommended to start medical treatment.
The Ministry of Health of Ukraine solved the problem and offered a cardioverter-defi-
brillator for this patient, but the parents refused the operation, the girl receiving medical
treatment only. Later on the parents on their own stopped giving beta-blockers to their
daughter, and the girl had faints again. On ECG the QT interval was 400-440 ms. In Au-
gust 2012 the patient fainted at the bus stop. The ambulance arrived to verify death. As it
became known later, the girl did not take a morning dose of atenolol which, considering
very hot weather, provoked development of paroxysmal ventricular tachycardia (of the
pirouette type), ventricular fibrillation and asystolia.

So, while observing a patient with the long QT syndrome of any age, one should remem-
ber about the risk of sudden death, which was illustrated with the case described above.
And the only way to treat the long QT syndrome is implantation of a cardioverter-defi-
brillator.
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