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Y MOJ1IOAOU NALUMEHTKUN C HACNEACTBEHHDbIM
CUMHAPOMOM YAJINMHEHHOIO UHTEPBAIJIA QT
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WITH INHERITED LONG QT SYNDROME AND IMPLANTED
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Mpe3eHTauuns KnuHU4ecKoro cny4das. [IpencrasneH kim-
HUYECKUIA pUMeED BeIeHNsI 0epeMEHHOCTH Y MOJIOIOM TaITeHT-
KU ¢ Bepu(pUIIUPOBAHHBIM CUHIPOMOM YUIMHEHHOTO WHTEpBajia
QT 2 tumna, uMeroniell UMIITAHTUPOBAHHBIN KapaUOBEPTEP-
neduopumustop (MK/1). B xome 6epeMeHHOCTH y MAIIMEHTKY OT-
Meyvanach GU3NOIOTMYecKask CHHYCOBAsI TAXUKapIusI, HO TeM He
MeHee XN3HEYTPOXKaIOIINe XKeTyT0UKOBbIe HAPYIIEHUS pUTMA 1
cpabareiBanust UK/ He peructpupoBanvch. Ha 38-it Henerne Ge-
PEMEHHOCTH ObLTO BRITIOTHEHO TUIAHOBOE KeCcapeBo ceueHwue (110
aKyIIepCKUM TTOKa3aHUSIM) C POXKIeHUEM 300pOBOTO pebeHka. B
TTOCJIEPOIOBOM TTEPUO/Ie BOZOOHOBIIMCH TOBTOPHEIE PELIMINBEI
@K, xoTOphIe KYMTUPOBATUCH afeKBaTHBIMU pa3psaamu MKJI.
Tpurrepom ku3HEYrpoOKaIOIINX APUTMUIA SBIISIACH 3aITIOBAST
JKEeJTyTOYKOBAst SKCTPACUCTOIHSI, 3aPETUCTPUPOBAHHAS BO BPEMST
TepUO0B CTONKOM Opanukapanu. B HacTosIINIT MOMEHT KOJTU -
YECTBO MOTUBUPOBaHHBIX cpabareiBanuii MKJl ymeHbmmumnocsr
Ha ¢oHe Tepanuu 6eTa-06I0KaTopaMu, MalMeHTKa OCTAeTCsT IO
TIIATEJILHBIM HAOIIONEHNEM CTIeIIUATUCTOB.

O6cyxpaeHue. B psize ciyyaeB HabrogaeTcst 61aronpusiTHOS
TeueHUe U JIaxe YIydllieHue KIMHUYECKOTo U (hYHKIIMOHATbHO-
ro craryca y G0JIbHbIX C CHHAPOMOM YAJMHEHHOTO MHTEpBaia
QT Bo BpeMsi 6epeMEHHOCTU. DTO MOXET ObITH OOYCIOBIEHO
MOJIOXKUTEJIbHBIM BJIMSIHUEM HOPMaJIbHbIX TEMOIMHAMUYECKUX
M3MEHEHUI U TMIIePCUMIIATUKOTOHUU BO BpeMsi GepeMeHHO-
CTU, OCOOEHHO YYUThIBast UCXOAHbBIN Opaar3aBUCUMBIii XapaKTep
APUTMUHU.

3akntoyeHue. bepeMeHHOCTD y TALIMEHTOK ¢ HACJISICTBEH-
HBIM CUHIPOMOM yIIMHEHHOTo nHTepBaia QT u uMILIaHTU -
poBanHbiMu MKJI He Bcerna siBasieTcst IpOTUBOMOKA3aHUEM,

www.innoscience.ru

Tatarsky RB
Lebedeva VK
Lubimtseva TA
Gureev SV
Lebedev DS
Garkina SV

Almazov National Medical
Research Centre

Case report. This clinical case illustrates the
example of prenatal care of a young woman with
verified long QT syndrome (LQTS) type 2 with
implanted cardioverter-defibrillator (ICD). In the
course of pregnancy she had physiological sinus
tachycardia, though the life-threatening ventricular
arrhythmias and ICD shocks were not registered. On
the 38th week of pregnancy the woman underwent
the planned caesarean delivery (due to obstetrics
indications) with live child. In the post-partum
period she continued to experience recurrent VF
episodes terminated after the adequate ICD shocks.
Life-threatening arrhythmias were triggered by
group PVC registered in the settings of persistent
bradycardia. At the moment the number of the
adequate ICD shocks reduced supported by beta-
blocker therapy, the patient remains on continued
standard monitoring.

Discussion. Numerous cases of favourable
course and even benefits in clinical and functional
status during pregnancy in patients with LQTS are
reported. This fact can be conditioned by the positive
influence of physiological hemodynamical changes
and hypersympathicotonia during pregnancy
especially on the bradydependent arrhytmias.

Conclusion. Pregnancy in patients with
inherited LQTS and implanted ICDs is not always
contraindicated and treatment tactics depends
on certain clinical situation. Algorithms of
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M TaKTHKa 3aBUCUT OT KOHKPETHOM KJIMHUYECKON CUTYalliH.
IMoaxoabl K MeIMKAMEHTO3HOMY JIEYEHUIO U aJITOPUTMBbI SJIEK-
tpotepanuu MKJI misi maumeHTOK ¢ UMIUIAaHTUPOBAHHBIMU
YCTPOMCTBAMU B IEPUOI GEPEMEHHOCTU KOPPEKTUPYIOTCS MH-
IVBUIYaJIbHO.

KnioyeBble cnoBa: MMILIAHTUPYEMbBIi KapauoBepTep-
nehUOPUILIATOP, OEPEMEHHOCTb, KEIyI0YKOBast TaXUKaPIusI,
(bUOPpMILIALIMS KETYI0UKOB, HACIEICTBEHHbIE KAHAIOMATUH.

KOHNUKT NHTEepecoB: He 3asiBicH.

m BBEJIEHUE

B Hacrosiee BpeMs yCTaHOBJIEHO, YTO CUHIPOM YT -
HeHHoro uHTepBajga QT oTHOCUTCS K HAacJIeACTBEHHBIM
MePBUYHBIM aPUTMUYECKUM CUHAPOMAaM, KOTOPBIE TIPe/I -
CTaBJISIIOT CO00I pa3HOOOPA3HYIO IPYIITY FTEHETUYECKMX
PacCTPOMCTB, BBI3bIBAEMBIX MYTALIMSIMU B Te€HAaX, KOIM -
pyloIuX 0eJIKM MOHHBIX KaHAJI0B, KOTOPbIE PErYJIMPYIOT
anekTpuyeckyto pynkuuio cepaua [1, 2]. Hecmotps Ha
OTCYTCTBME SIBHBIX CTPYKTYPHBIX 1e(heKTOB cepila, Io-
JMOOHBIC MyTALIU SIBJISTFOTCST (DOHOM JIJIsSI BOSHUKHOBEHUSI
JKM3HEYTpOXKaIOLINX XKeJIyT0YKOBbIX apuTMuii. I3BecTHO,
YTO MOJOOHBIC TIEPBUYHbBIC HACIEICTBEHHbBIE apUTMUYE -
CKMe CUHIPOMBI SIBISIIOTCSI TPpUUMHOM 15—25% ot ob1e-
ro 4yucia ciaydaeB BHe3ammHoi cepaedyHoit cmeptu (BCC)
Y MOJIOJBIX MAallMEHTOB 0€3 OopraHnYecKoi MaToJOTuKn
cepnua [3, 4].

B k1mHMYECKOM MpaKTUKe MHOTHE BOIIPOCHI OTHO-
CUTEJIbHO TaKTUKM BEJACHUS MAILlMEHTOB C CMHIPOMOM
yimHeHHoro uHTepBaia QT ocraloTcs He 10 KOHIIA pe-
meHHbIMU. Hepenko s nmpeaynpexiaeHus pa3BUTHUS
BCC npumMeHsieTcsl UMILIaHTalLUs KapAUOBEPTEPOB-
nepuopunsatopoB (MKJI), B ToM ynciie y malueHTOB MO-
JIOIOTO Bo3pacTa.

AKTyaJbHBIM MPEACTABISIETCS BOIPOC O IUITAaHUPOBAHUU
OGEpeMEHHOCTH Yy MOJIOJIBIX XKEHIIMH C HACJIeACTBEHHBIMU
APUTMUYECKUMU CUHIPOMAaMMU W MUMILUIAHTUPYEMbIMU
WK]JI, omHaKo Ha COBPEMEHHOM 3Talle HeJIOCTaTOYHO MaH-
HBIX O BO3MOXXHBIX PUCKaX M MCXONaX y JaHHOU IPYIIIbI
MMalMEHTOB, B CBSI3M C YeM TaKTHKa JIEYCHUsI OCTAETCS He-
oJHO3HayHoi1 [1, 5—7].
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pharmacological and shock therapy during pregnancy
in women with ICD are corrected individually.

Keywords: implantable cardioverter-defibrillator,
pregnancy, ventricular tachycardia, ventricular
fibrillation, inherited channelopathies.
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IIpencraBiaeHHBIN KIMHUYECKUI IIpUMeEpP TTOCBSIIECH
00CY:KIEHUIO TTOAXOI0B K BEICHUIO OEPEMEHHOCTH y MO-
JIOZON MAMEHTKN C BepUPUIIMPOBAHHBIM CUHIPOMOM
ymIMHeHHOTO MHTepBaia QT, nMmeromeil MMIIJIaHTUPO-
BaHHbI MK]/I.

m [IPESEHTAILIN A

KIMHNYECKOI'O CIIYYAA

s mmaHoBOro HabI0aeHUs oOpaTuiach NaluuMeHTKa
26 JIeT ¢ CMHIPOMOM yminHeHHoro nHTtepBaia QT 2 tuna
(puc. 1) u noarBep:kaeHHOM MyTanueit reHa KCNH2. Ha
MOMEHT 00pallleHUsI CPOK OepeMEeHHOCTH cocTaBsi 12 He-
nieJib rectaiuu. Juarno3 0bu1 BepuduUIMpoBaH ¢ IETCKOTO
BO3pacTa, KOrjaa ObLUIM BIIEPBbIE BBISIBIEHBI CUMIITOMHbIE
3MU30/bI KeayaoukoBoit Taxukapauu (2KT), conpoBo-
JKAABIIMECS] CHHKOTIATbHBIMU COCTOSTHUSIMMU.

B 2009 rony naiueHTKe BriepBbie ObLia BBIITOJIHEHA UM-
rutaHTauust ogHokamepHoro MKJI (BropuuHast mpoguiak-
THKa Ha (DOHEe TeMOIMHAMUYECKY 3HAYMMBbIX ITAPOKCU3MOB
KT), 8201112014 ronpax 6bu1a IpoBeAeHA 3aMeHa YCTPOii-
CTBa B CBSI3U C pa3psiioM 6atapeu. HecMoTpst Ha Menuka-
MEHTO3HYIO Teparuio, 3a BpeMsl HaOJIIoIeH!sI ¢ MOMEHTa
umrutaHTaumu MK/ peructprpoBainch peiuaIuBUPYIOLIe
3MU301b6I PUOpMLIIINIY XKelTyaoukoB (PXK), KoTopbie Ky-
MUPOBAIMCh aleKBaTHOM ajekTpoTepanueii. [To nTaHHbIM
ananmm3za 3arrceit MK/, B 6onpimmHceTBe citydaeB O2K Obu1a
MHULMKUPOBaHA IPYMIIOBOI XKeJIyT0YKOBOM 9KCTPaCUCTO-
el Ha (poHe UCXOMHOM CTOMKOI OpaauKapauu.

bbl0 M3BeCTHO, YTO paHee MalMeHTKa MpUHUMaIa
06eTa-010KaTopbl (METOIPOJIOJT) B HU3KHUX 103aX B TeUYECHUE

JIJIMTEbHOIO BpeMEHH, 3aTeM ObLia IpoBene-
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Ha CMeHa Tepaliiy Ha aHanpWiInH B 1o3e 40 M
B IeHb, HO ¢ MOMEHTa Hayaja 0epeMeHHOCTU
MalyeHTKa 0TKa3allach OT IpreMa IperapaTos.
Ha npreme Gbli1a TOBTOPHO MPOBEIeHA OLIEHKA
cratuctnku MK]I-ycTpoiicTBa, B Xo1e KOTOPOit
OBIJIO YCTAHOBJIEHO, YTO C IIEPBBIX HeIeIb Oepe-
=~  meHHocT# 3nu3010B 2KT/DXK u cpabaTbiBaHMit
MNK]I He BO3HUKAJTIO.

Y4uThIBast OTHOCUTEEHO YIOBIETBOPUTETb-
HOE KIIMHUYECKOE COCTOSTHIE MAllMEHTKH, ObLITO
MPUHSTO pellieHre O BO3MOXHOCTH MPOJIOHTH -
poBaHUS OepeMEHHOCTH TOJ TIIATEIbHBIM Ha-
OJIIoIeHMEeM CIielinaanucToB. B xoae 6epeMeHHO-
CTH Y TTALIMEHTKN OTMEYaJIach (PU3MOIOTUECKast

PucyHok 1. lNpeactaBneqHas SKI™ B nokoe. QTc = 586 mc.

CHUHYCOBas TaxukKapausd, HO XKU3HEYIpoxXKaro-
IIHX KETYTOYKOBBIX HapymeHI/Iﬁ puT™Ma Uin
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Long term trends
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PucyHok 2. TpeHa YCC v akTUBHOCTY NayneHTKu 1o JaHHbIM
yAaneHHoro MOHUTOPUHra.
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PucyHok 3. ®usmonornyeckas cuHycoBasl Taxvkapamsl Bo Bpemsi
6epemerHocTn. CpepHsisi YCC 75 ynapoB B MUHYTY.

cpabarbiBaHuii MK] He peructpupoBanoch Ha MPOTSIKe-
HUM BCEro nepruojaa MOHUTOpUHra (puc. 2, 3).

Ha 38-i1 Henene 6epeMeHHOCTH ObLIO BBITTOJHEHO Tja-
HOBOE KecapeBo cevyeHue (110 aKyIIepCKUM ITOKa3aHUSIM)
C pOXIeHHUEM 310poBoro pedberka. K coxaneHuro, CrycTs
JIBE HEIEU IMOC/e HEOCTOXKHEHHBIX POJIOB Y MAallMEHTKHU
BHOBb CTaJIM BO3HUKATh 3113011kl HeycToiiunBoii 2KT, B
psine cirydaeB TpaHchopmupyolmecs B DK, KoTopbie Ky-
MupoBaIuCh aaekBaTHbIMU paspsinamu UK (puc. 4, 5).

[To-npexxHeMy TPUITEPOM XU3HEYTPOXKAIOIINX APUTMMIA
SIBJISUIACH 3aJIII0Bas 3KeJTyI09KOBast SKCTPACUCTOJIMS, 3ape-
TMCTPUPOBaHHas BO BpeMsI IEPHUOJIOB CTOMKOI Opagnkap-
nuu. Beero, cortacHo cTaTUCTUKE YCTPOIMCTBA, B TeUCHUE
MEePBbIX IBYX C MTOJOBUHON MeCsIIeB MOc/e Poa0B ObLIO

=
m
-
T
m
m

o | 2 b | b = | 5 ] e ]

Y \ " [ | \ V \ V

L Tw 7Y T 8 L

3
Predensciien Vi sl

PucyHok 4. 9nnsonwi Heyctovqmsor XXT B Nocriepo[z08om
nepuoge.
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3auKcupoBaHo 9 KynupoBaHHbBIX 311130108 DK (puc. 6).
B HacTost1iee BpeMsi KoJIM4ecTBO MOTUBUPOBAHHbIX cpaba-
ThiBaHU1 UK]] HECKOIBKO YMEHBIIMIOCH Ha (DOHE NpreMa
aHanpuirHa 40 MTI B CyTKM, TTallMEHTKA OCTAeTCs O/ Ha-
OJIOJICHUEM CITELIMAJIMCTOB.

m OBCYX/JTEHUE

JlaHHBIN KIMHUYECKUI ClTydail WITIOCTPUPYET YMEHb-
IIeHUEe pUCKa BOSHUKHOBEHMUS CEPAEUHO-COCYAUCTHIX
OCJIOXKHEHUU U yTPOXKAIOIINUX XKU3HU apUTMUIA Y MOJIOJTIOM
JKEHIIWHBI ¢ CHHAPOMOM yUTMHeHHoro uHTepBaia QT Bo
BpeMs1 6epeMeHHOCTU. OHAKO He 10 KOHIIA U3yYeH BO-
MpOC, COMPOBOXKIAETCS JIM PAaHHUI MTOCAEPOIOBbII MTepr-
OJ1 YBEJIMYEHNEM YacCTOThl HEOIaroNpPUSITHBIX CepAeYHO-
COCYIUCTBIX COOBITUIA, 0OCOOEHHO Y XKEHIIUH ¢ TEHOTUIIOM
LQT2 (cunapom ymnuHenHoro QT 2 tuna). Kak mpasuiio,
PUCK OCJIOXKHEHMH B IEpUo1 OepeMEHHOCTU MPU HATUIUU
cuHApoMa yuiMHeHHoro nHTepBaia QT cunraercs BbICO-
KHM, B CBSI3U C YeM MalleHTKaM OObIYHO HE pEKOMEHIYy-
eTCsl TUTAaHUPOBaTh OEPEeMEHHOCTh, HO JoKa3aTelbHas 6a3a
HCCAeN0BaHUM Ha JaHHBIN MOMEHT HegocTaTouHast [5—8].
B oTnenpHbIX MeTaaHaIM3aX OTMEYaroTcs bosiee Hebaro-
MPUSITHBIM MPOTHO3 U S5-KpaTHOE IMOBBIIIEHUE YPOBHS
CMEPTHOCTU y MAlIMEHTOK C Pa3BepHYTOU KIMHUYECKON
cuMIToMaTukoi (oomMopokamu u ycroitunboii 2KT) mo
CPaBHEHMIO C OECCUMIITOMHBIM TeUeHUEM 3a00JIeBaHUS
[1, 5]. KpoMe Toro, B 0HO#1 13 pabOT Ha OCHOBAHWUM aHa-
Ji3a reHoTura 153 malueHToK ¢ CHHAPOMOM YIJTMHEHHOTO
uHtepBaia QT ycTaHOBIEHO, UTO OepeMEHHbIE KEHIIMHbI
¢ reHotunoM LQT2 6osee moaBep:KeHbl BO3BHUKHOBEHUIO
HeOJIaronpUsITHBIX KapAUadbHbIX OCJIOXXKHEHUI U UMEIOT
oousee Boicokuii puck BCC, yeM XXeHIIMHBI ¢ TeHOTUIIaMU1
LQT1 unu LQT3 [9]. Tem He MeHee, COTIacHO NECTBYIO-
mwuM pekomeHgauusam EBponeiickoro Oo6mectBa Kap-
JIMOJIOTOB, KOTOPBIE SIBJISIIOTCSI OCHOBHBIM perjaMeHTU -
PYIOIIMM JOKYMEHTOM, ITPU OOJIBIIMHCTBE BUAOB apUTMUIA
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PucyHok 5. 3nnsonbl ®XK, KynupoBaHHbIe 351eKTpoTepanven.

65

Cardiology Kappnonorus



Status - HF monitor:
Device status 29-Feb-2018 Arrhythimias since 07-Oct-2015 m [wm [ w
Device status |ox Episedes | o L ?
Battery stabes |ow oLy ATP stsned f wce (1] |0id
Pacing made | Shocks wtarted / aborted / suce wisls
Lang term trends
M-dug-2015 MFeb-214  Lastvalue
Avp 207 — ¥ 0%
™l !
154
LY T — |
I\:.::r-m rate 1007 o = Ven &9 bpm
bem] e e v Rest 55 tpem
n . o M P s WEANA o
Oy ———
Patiestactivity 307
- s 2% atd
oot dayl h ’ I ety ot da
W r_/“- e~ i
15+ TR T T T Y AT TOZT LY T
\ I 'Y VI L A A WL
W ' b | U i Wy u
! AR (S, S STk -4l 0, ST B oo AT i
Thaeacic 07 -n
impedance Inot
for Lumax il
3007348
fshmd
e e ———————————————r 1
N-ug-2015 1-5ep 0c 16-Nov 1a-Dec 1-dan 08Fen 29-Feb-2018 o

PucyHok 6. [laHHble ctatuctukn IKL, nHgbopmarms
06 anm3o[ax apuTMmm n cpabaTbiBaHWSaX yCTPOUCTBA.

OepeMeHHOCTb He mpoTuBonoka3aHa (kjacc I BO3), Ho B
TO K€ BpeMsI MaJlo TaHHBIX O MAIUEHTKAX C UMITJIAaHTUPO-
BaHHBIMU YCTPOMCTBAMU, MMEIOIIMX CEPhE3HbIE TEHETHYE-
CKM o0ycJioBJIeHHbIe HapyueHus [10, 11].
[IpeacraBiaeHHbIN KIMHUYECKUI IPUMEDP COOTHOCHUTCS
C IPYTUMU ONMCAHUSIMU, OIyOIMKOBAaHHBIMU Pa3IUIHBIMU
aBTOPaMHM, IJIe B psijie CJy4aeB HaOII0MaeTCs 01arompusIT-
HOE TeUeHUE U Iaxe yJIydlIeHue KIMHUISCKOro U (pyHK-
LIMOHAJIBHOTO CTaTyca y 00JbHBIX C CUHAPOMOM YIJIMHEH -
Horo uHtepBana QT Bo Bpems 6epeMeHHOocTU. Ha Ha
B3IJISIIT, BDEMEHHOE YCTpaHEHWE XKU3HEYTPOKAIOIIMX Hapy-
LIEHUI PUTMA B JaHHOM CJTy4ae MOXKET ObITh 00YCIOBJICHO
MOJIOXMTEIbHBIM BJIMSTHMEM HOPMaJIbHBIX TeMOIMHAMUYE-
CKUX U3MEHEHUM U TUTIEPCUMIIATUKOTOHUM BO BpeMs Oe-
PEMEHHOCTH, 0OCOOEHHO YUMTHIBast UCXOIHBII Opaau3aBu-
CUMBIii XapakTep apuT™MUM. Hapsimy ¢ 3TM cyllieCTBEHHOE
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MOBBIIIEHUE PUCKA Pa3BUTUS HEOJIArONMPUSITHBIX Kapau-
aJIbHBIX COOBITUI HAaOII0AAETCs Y KEHILUH C BPOXKIAEHHbBIM
CHHIPOMOM YUTMHeHHOTo nHTepBaia QT B mocieponoBoM
nepuone (1o 40 Henenb ocie ponos) [12]. DTo npeamnono-
>KEHUE TIOATBEPKIAETCS B HACTOSIIIIEM KIMHUYECKOM TPHU-
Mepe 1 OCHOBAaHO Ha (pakTe BO3ZHUKHOBEHMUS TIOBTOPHBIX
smu3oa0B DK mocsie ponos, Ha (hoHe pa3BUTHsI OpaguKap-
MM, OCOOEHHO B HOYHOE U YTPEHHEee BPeMsl, 10 JaHHBIM
yIaJleHHOro MOHUTOpUpoBaHust. CoriracHO MHEHUIO 00JIb-
LIMHCTBA aBTOPOB, PUCK KapAUaIbHbIX OCJIOKHEHUI MOXET
OBITh YMEHBIIIEH C TPUMEHEHEM 0eTa-0JI0OKaTOPOB, OHAKO
BOIIPOC B HACTOSIILIEE BpeMsI U3y4eH HenocTaTouHo [ 13, 14].
Taxoke 04eHb BaxKHO, YTOOBI TeUCHUE OEPEMEHHOCTH Y T1a-
ueHTok ¢ MKJI 6b110 61aronpusTHbIM, 0€3 yrpo3bl Mpe-
pPBIBaHUSI, HO ITOJI TIIATEIbHBIM HabIoeHeM Bpava. [1pu
9TOM CHeUUaTU3UPOBaHHbIE PEKOMEHAALUU TT0 JICUEHUIO
OepeMEeHHBIX XKEHIIMH ¢ HaCJAeNCTBEHHbIMU apUTMUSIMU 1
MMIUIaHTUPOBAHHBIMU YCTPOMCTBAMU OTCYTCTBYIOT.

m SAKJTIOYEHUE

BepeMeHHOCTh y MALIMEHTOK C HACACICTBEHHBIM CUH-
JIPOMOM YITMHEHHOTo nHTepBana QT 1 UMIUTAHTUPOBaH-
ueiMu MK/ He Bceraa siBisieTcsT MPOTUBOIOKA3aHUEM, U
TaKTUKA 3aBUCUT OT KOHKPETHOM KIIMHUYECKOM CUTYaLINH.
JlaHHBI# BEIBOJ OCHOBBIBAETCSI HA TOM, YTO HAOJII0IACTCS
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