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B crarbe mpuBoaMTCS OmnMcaHUE KIMHMYECKOrO Ciydas
HapyLIEHUs] CEPACYHOIO PUTMa — IIOCTOSHHO-BO3BpAT-
HOU JKETyJOUKOBOM TaxXUKapAWH, >KEITYJOUKOBOH AKCTpa-
CHCTONIMM y peOEHKa ¢ reMuQanuaibHO MUKPOCOMUEH
(cuampoMm lompaenxapa) B coueTaHur ¢ Majibhopmarteit
Henmm — Yokepa, BHyTpeHHEH cooOIIaroIencs ruapore-
(anueii, cOCTOSHUE TOCJIE MHOTOATAITHOIO OHNEPATUBHOTO
nedenys. OmnmcaHa IUHAMMKA Pa3BUTHSI SKEITyIOYKOBOI
TaxvKapAuu Ha (poHE MPOBOAMUMON AHTHAPUTMHUYECKOMN
Tepanuu.

Kniouesvie cnosa: diceny0oukosas maxuxapousi, aHmu-
apummuyeckas mepanusi, cunopom I onboenxapa, mao-
¢opmayus Jlenou — Yoxepa

Abstract

The article describes the clinical case of cardiac
rhythm disturbances — chronic ventricular tachycardia,
ventricular arrhythmia in a child with hemifacial
microsomia (Goldenhar syndrome) along with
Dandy — Walker malformation, ental communicating
hydrocephalus, state after staged surgical treatment. The
dynamics of the development of ventricular tachycardia
on the background of the conducted antiarrhythmic
therapy is described.

Key words: ventricular tachycardia, antiarrhythmic
therapy, Goldenhar syndrome, Dandy — Walker
malformation

B nenmarpuueckoil moOMymSAMM  OKETYyI0YKOBas
taxukapaus (OKT) sBigercs OTHOCHUTENBHO pEeAKOi
aputMuenl. PacnpocTpaHeHHOCTh €€ B JIETCKOM BO3-
pacte He usydyeHa. Cpeau Bcex apuTMHM y JeTell oHa
BcTpeuaercs ¢ yactoroit 10 6%. Cootnomenue XT ¢
CYTIpaBeHTPHUKYISIPHON Taxukapauei coctasmset 1:70.
OTHONATOreHETUYECKHE OCHOBBI BO3HUKHOBeHUs KT
y Aereil pazHooOpasHel. [IporHo3 Bo MHOroM onpene-
JISIeTCSl HAJIMYMEM WJIM OTCYTCTBHEM CTPYKTYpPHOM ma-
TONMOTHHU cep/ra. JKelyqoduKoBble TaXUKApAUA MOTYT
BO3HUKAaTh MPH BPOXKJICHHBIX MOPOKax ceplra, Kak y
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HEONEPUPOBAHHBIX JIETEH, TaK ¥ B OTAAJICHHOM IIEPHO-
Jie TIociie Xxupyprudeckout koppexuuu. Tetpaaa dao,
CTEHO3 a0pTHI, Ae(EKT MEXIKEITYIOIKOBON MTEPETOPO/I-
KU C BBIPXCHHOM JIGTOYHOH THIEPTEH3UEH (KOMILIEKC
DOl3eHMeHrepa), TPaHCIO3UIHS MarkucTPaJbHBIX CO-
CyJIOB, JIBOMHOE OTXOXKJICHHME MarucTpajbHbIX COCY-
JIOB OT MPaBOTO KEIyIodka Hamboyiee 4acTo COIps-
JKEHBI ¢ BO3MOKHOCThI0 pazsutust JKT. Hapsiay ¢ atum
NPUYUHAMM Pa3BUTHUs IKEIIYJOUKOBOW TaxUKapIuu
MOTYT OBITh KapAHMOMHONATHN (TUIEPTPOPUICCKas,
JUITaTalliOHHAs, PECTPUKTHBHAS), TPaBMBI CepiIa
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(CommotioCordis, kareTepHbIe MPOIENYPHI), OITyXO-
mn cepana (Hampumep, padbaomuoma). CpaBHATEITHHO
HEJIaBHO BBIJCIICHA TpymIa 3a001eBaHui, 00hEIMHCH-
HBIX OOIINM Ha3BaHUEM — IIEPBUYHBIC JICKTPHUCCKUE
3a0oseBaHus cepALay. B rpymmne skcTpakapaIuaibHbIX
MPUYMH Ba)KHOE MECTO 3aHMMAIOT MeTabOoJIHYecKue
HapyuieHus. Cpeirt HUX THITO- U TUTICPKATUEMUS], allyi-
1103, TUTIOKCHUS, TUTIO- M TUIepMarHuemMust u 1p. Psn
(hapMaKoJIOTHUECKHUX TIpEenaparoB, TaKUX KaK UTH-
TajJuc, KOKaWH, KaTeXOJaMHHBI, aHTHOAKTEepHaIbHBIC
cpezicTBa (3pPUTPOMUIIMH, TPUMETONPUM H Jp.), 00Ib-
IIMHCTBO aHTHAPHUTMHUYECKUX TIpernaparoB (Ipernapa-
Tol [A, IC, III kyacca) Taxkxe MOTYT CTaTh MPUUYUHON
Pa3BUTHS JKU3HEOMACHBIX JKEIyHOYKOBBIX ApUTMHU.
I'emopnaamMuvecku cradunpHas KT wHOTAA TpOTeKaeT
ACUMIITOMAaTHYECKH WJIA C MUHHMAaIbHBIMH CHMIITO-
MaMH, TaKUMH Kak cepanednenue. I eMomnHamMmdeckn
HectabuibHast KT B HEKOTOPBIX CIyYasx MPOSIBISTCS
MIPECUHKONALHBIME U CHHKOTIAJIbHBIMH COCTOSTHHSIMH,
BHE3aIIHBIM «CEPJCYHBIM apecTOM» WIIM BHE3aITHOM
cepaeyHor cmepthbio [1].

B meiipoxupypruueckoe otaenenne HIIL[ cme-
AaTU3UPOBAHHOW MEAWIIMHCKONH TOMOIIN JICTSM
uM. B.®. BoitHo-fcenenkoro JI3M nocrynuia geBoyka
Hamra B. 8 et (04.08.2009 1. p.) 1715 poBEACHIS OTIEpa-
TUBHOTO JICUeHHs BRIBUXA paBoro oezipa. M3 anamuesa
M3BECTHO, 4TO pedeHok ot Il 6epemenHocTH, | cpouHbIX
ponos. Bec/poct nipu poxkaenuu 2680 r./47 cM, OllcHKA
o Amnrap 7/8 6annoB. B cBsSI3uM cO MHOKECTBEHHBIMH
BPOXKJICHHBIMU TIOPOKaMM Pa3BUTHUS OHa Oblia oOciie-
JIOBaHA TEHETHKOM: YCTAaHOBJIEH CHHIpOM |onmbaeHxa-
pa (oKymno-aypuKyino-BepTeOpaipHas aucruiasus). B
Bo3pacTe | Mecsa JuarHoCTUPOBaH BPOXKACHHBIHN 110-
POK cepitia — O0IBIION OTKPBITHINA apTepUaTbHbIN MPOo-
ToK (5,3 MM), TUIOIUIa3Us TYTH aOPThl C IPAJHUEHTOM
JaBiieHust 12 MM pT CT., BBIp@)KEHHAsI CUMMETpPUYHAS
runeprTpodusi MUOKap/a, paclieHeHHas Kak (eTaabHbIH
kapaut. B 2 mecsina B IT'KB Ne 13 um. H.®. ®unarosa
BBITIOJTHEHO XHPYPTAYECKOE JIeUeHHE MOpOKa — Iepe-
Bs3ka OAIL [Ipu mampHeleM 00CIeIOBaHUHN THATHO-
CTHPOBAHbI CMEIIIaHHAas TYyTOyXocTh [V cTenenu cpasa
u Il crenenu cieBa; yacTuaHas aTpodus 3pUTEITHHOTO
HepBa ¢ 00erX CTOPOH, pacXoJsieecs KoCorlia3ue; He-
CTaOMIILHOCTH Ta300eApeHHbIX cycTaBoB. C 3 yer oT-
MEUEeH MPOrPEeCCUPYIOUINHA POCT TOJIOBBI, IO JTaHHBIM
MPT — mansdopmauns Jdennu — Yokepa, BHYTpEHHSIS
coobmaroniasics ruaporedanus, Mo MoBOAY KOTOPOH
HEOJTHOKPATHO TPOBOIMINCH XUPYPTUUECKUE KOPPH-
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rupytromue onepauuu: 04.10.12 — HeilposnAOCKONINYE-
ckas mepdopartus naa 11 xemymouka u ABYCTOPOHHSIS
miekcokTomust, 16.08.13 — uMIuTaHTaHST BEHTPUKYIIO-
MePUTOHEANTHLHOTO MIyHTa, 29.07.14 — ynanenne BIII,
MMIUTaHTAIUs] Hapy’KHOTO BEHTPHUKYJIIPHOIO JIpeHa-
ka; 12.08.14 — nnaHMpoBanoCh MPOBEAECHNUE BEHTPH-
KyJIO-aTpPUAIBHOTO IIYHTHUPOBAHHS, OJHAKO BO BpEeMs
aHECTEe3MOJIOTHIECKOro o0ecreueHusl Obljla OTMEYeHa
Opanukapaus, GUOPHMIUISAIHS JKEeITyITOYKOB, B CBSI3U C
YeM BBINOJIHEHA KapJHOBEPCHS C BOCCTAHOBIECHHEM
cunycoBoro putMma; 21.08.14 — uMrmanTanus BeHTpU-
KyJIO-aTpHaJIbHOIO 11yHTa, ynaneHue HB/I.

B mapre 2016 r Bo BpeMs IJIaHOBOTO MPOBEAECHUS
XOJITEPOBCKOTO MOHHMTOPHUPOBAaHUSI BIEpBBbIC 3a(UK-
CHUPOBaHO HApYIICHHE PUTMa B BHJIE JKEITYIOYKOBOU
skctpacuctonmn (QKOC) u 3anmoB JKeTyI0YKOBOH Ta-
xukapauu. JleBouka oOciemoBaHa B JleTCKOM IIEHTpE
HapyIIeHU CEepIeYHOTO PUTMA, T€ YCTAHOBJICH AH-
arHo3 IIOCTOSIHHO-BO3BPAaTHOM JKEIIYJIOUKOBOW TaxXu-
KapJinu, KeIyl0YKOBOM 3KCTpacUCTONUHU (TIpeacTaB-
JIEHHOCTh JKEITYyJ0YKOBOM JKTONMMU 3a cyTKH 21%).
ITo manneiM DXO-KI, onpenensiuce HEBbIpa)KEHHBIE
MpHU3HAKHU TuacTonndeckod nuchynkmmu | tuma (Bo3-
MOYKHO, 32 CYET TaXWKapauH), OTKPHITOE OBaJbHOE
OKHO 2-2,5 MM C HE3HAYUTENIbHBIM cOpocoM. Hauara
aHTHApUTMHYECKas Tepanus PUTMOHOPMOM B JI03€
10 MI/KT/CYT. C BBIpQXKCHHOM MOJI0KHUTEIHHON TUHAMM-
KOH: Ipu KOHTPOJIBHOM XM yMEHbIIEHUE IPEICTaB-
JIEHHOCTH JKTONNYECKOH KETyT0uYKOBOH aKTUBHOCTH
¢ 21 no 0,2%. Kpome Toro, mpoBesieH Kypc HECTEpo-
WIHON TMPOTHUBOBOCHAIHUTEIBHON TEparmuu B CBS3U C
TEYEeHHEM ayTOMMMYHHOTO BOCHAINTEIBHOTO TPOIIeC-
ca (moBermenue Tutpa AT x Al" sHIOTENHS ¥ BOJIOKOH
MIPOBOSIICH cucTeMbl cepamna no 1:160). B cenTsadpe
2016 1, mo manaeIM XM, B IEpUON CHA 3aPETHCTPUPO-
BaHa YMEpPEHHas JKeIyl04KOBasl HKTOMUYECKasl aKTHB-
HOCTh (9,3%), 103y mpenapaTta MPULILIOCH YBEIUYUTD
o 12,5 mr/kr/cyT. ¢ nepepacnpenesicHIEM B TEUCHHUE
cytok. B saBape 2017 1. Ha (hore npuema npomnadeHo-
Ha B 03¢ 187,5 MI/CyT. JKemyJoYKoBasi SKTOIHYECKast
aKTHBHOCTPH HE 3aperucTpuponana. B mrone 2017 1. o1-
Medajach He3HauuTellbHas OTpUIaTeNbHas JUHAMUKA
B BHJIe BO300HOBIIeHUs JKOC, pekoMeH10BaHO MPOI0II-
JKUTb TEPAIUIO B IPEIKHEM 00bEMeE.

Bo Bpems HacTosIIENH rOCHUTAIN3ALNN COCTOSIHHE
pebeHka cpeiHel CTeNeH! TSHKeCTH, cTadmibpHOe. PocT
102 cMm, Bec 16 k. OOpamatoT Ha cebs BHUMaHHE 3a-
JiepKka (U3NIECKOTO W TCHXOMOTOPHOTO Pa3BUTHS,
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KNMUHUYECKUN CNYYAU XXUSHEYTPOXAIOLWEW APUTMUN

Y PEBEHKA C CUHOPOMOM roJibQEHXAPA
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Puc 1. 3KI" pebeHka npu noctynnexum. Mpobexka xenynouko-
BOJ Taxukapamm
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Puc 2. 5KT Ha nvHHON NeHTe, rpyaHble 0TBEAEHMS. 3anmbl Xe-
IyAO0YKOBOI Taxmkapavn

| AT-hezetus 1.10

JUCIIPOMOPLMOHATIBHOE TEJIOCIOKEHUE 32 CUYET YKO-
pOYeHHS TIPaBOl HIKHEW KOHEYHOCTH U JedopMarun
KOCTHO-MBIIIEYHOUM CUCTEMBI. [IeBOUKa CaMOCTOSITENb-
HO He mepenBuraerca. Omopa Ha MPaByl0 HOTY Hapy-
IeHa 3a c4eT O0JIEBOr0 CHHIPOMAa B MPABOM Ta300e-
IpeHHOM cycraBe. Ompenemnsiorcs HEeHPOMBIIICTHBIN
rpyno-nosichuyHbii ckonmo3 Il crenenu, crudarens-
HO-TIPUBOJSIIAS KOHTPAKTypa IPaBoOro Ta300eIpeH-
HOTO CYCTaBa, SKBHHO-BAJIbI'yCHas JiehopMaIus CTorl,
nedopmanys JTUIEBOTO CKelleTa M MPaBOW yIIHOW pa-
KOBHUHBI. KOXXKHBIE TTOKPOBBI OJI€THO-PO30BBIC, YUCTHIE.
BuauMbIX OTEKOB, IMacTo3HOCTH TKaHeW HeT. Kara-
paTbHBIX SBICHUHN HET. /[prxanme 0e3 ydacTus BCIIO-
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Puc 4. dparmeHt XM KT ¢ npobexkon KT

MOTaTEJbHON JIBIXaTeNbHON MycKynarypbl. OJBIIIKN
B MOKOE€ HeT. B Jierkux ApIxaHue Be3UKYJspHOE, paB-
HOMEPHO MPOBOJUTCS BO BCE OTIEINbI, XPUIIOB HET.
YJ{ 20 B mMuH. [lepkyTOpHO I'paHULIBI OTHOCUTEIHHOU
CEpACYHOM TYNOCTH HE PACIIMPEHBI. AYCKYJIbTaTHB-
HO CEpIIeUHbIC TOHBI SCHBIE, BHIPAKEHHAs] apUTMHUS C
anu30AaMu Taxukapun 1o 160 yn/mun. ['pyOsix opra-
HUYECKUX IIyMOB HeT. A/l Ha BEpXHHX KOHEYHOCTSIX
90/60 MM pr. cT. JKMBOT MSTKHIA IIpH NaJbIIANNH, T1e-
YeHb U CeJIe36HKa He yBeJIWYeHbl. [{1nype3 afieKBaTHbIN
BOJHO Harpyske.

[Tpu nposenennn mnanoBoit DKI' (Ha pore mprema
nporad)eHOHa) 3apErUCTPUPOBAHBI TIPOOESIKKU IKEIy-
JTIOYKOBOM Taxukapauu (puc. 1, 2).

I[Ipu XM OKI' Obwia oTMeueHa OTpUIATEIbHAS
JUHaMMKa Ha (OHE MOoTy4aeMOil aHTHApPUTMHUYECKOH
TEpaIuu: PErUCTPUPYETCs TAXUKAPIUSI B TEUCHHUE CY-
TOK, ITOCTOSIHHO-BO3BPATHAs! JKeJIyAO4YKOBasl TaXxHKap-
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CLINICAL CASE OF LIFE-THREATENING

ARRHYTHMIAIN A CHILD WITH GOLDENHAR SYNDROME

nud. [lpencTaBieHHOCTh apUTMUHU YBEIUYWIACH A0
18,6% (puc. 3, 4).

[o HamemMy MHEHHIO, TOIOOHOE COCTOSIHUE Cepliey-
HOT'O pUTMA SIBJISIETCSI IPOTUBOIOKAa3aHUEM JJIsI ITPOBE-
ACHUS TIJIAaHOBOI'O OIIEPATHBHOIO JICHCHUS BBIBUXA Oe-
Ipa, B CBSI3U C 4eM OHO ObLIO 0TIoXKeHo. [lnanupyercs
[OBTOpHAsl rocnuTaiu3auus B JIeTCKUid LEHTp Hapy-
IeHus CEPACHHOI0 prUTMa IJId KOPPCKIHUKU aHTHUApUT-
MUYECKOH Tepanuu.

Cunnpom lonmpnenxapa (remMudanmanbHas MAKPO-
COMHUS1) ABJISIETCS] PEIKUM HaclleICTBEHHBIM 3a00eBa-
HUEM, XapaKTCPHU3YIOIIUMCS 3HAYUTEIBHBIM YHCIOM
AHOMAJIMI, KOTOPbIE BO3HUKAIOT BCJEICTBHUE HApyIlE-
HUS pa3BUTHS TIEPBOM M BTOPOHU >KaOEpHBIX YT mep-
BOTO TJIOTOYHOTO KapMaHa, epBOH kaOepHOH menu u
3a4aTKOB BHCOYHOHM KocTH. KimmHndaeckw mis reMuda-
LAAJIBHOM MHUKPOCOMMM XapaKTEPHBL: HEIOPa3BUTHE
TeJa U BETBU HUKHEH YENIOCTH, TUIIOIUIAa3us CKYI0BOU
KOCTHU U JIyTH, HEIOPA3BUTUE CTPYKTYP BUCOUHO-HUX-
HEYEJIOCTHOTO CyCTaBa; HapylIeHHEe pa3MepoB H IO-
JIOKEHUST TVIa3HULBI; TUIMOIUIA3Us, arla3us YIIHOU

PAKOBHHBI, aTpe3usi CIyXOBOTO IPOXOJa, MOpakeHHe
i

Jluteparypa

JUIEBOTO HEpBa, TUIOIIIA3Usl MHUMHYECKHX MBIIIIL;
JePUIUT MIATKUX TKaHEW; MaKpOCTOMHUS; TIPEIyITHEIC
MPUJATKH U CBUILN; MHOTAA COYETAHNE C BPOXKJIEHHON
pacmennHo# TyObl U Heba, AMHOyIE0apHBIM JTEPMOU-
JIOM, aHOMAJIHUEW IpHUKyca, AJICHTUEH, HapyIIEHHEM
CTPYKTYpBI 3Maiu U GOpMBI 3yOOB, MOPOKaMH pa3BH-
TS ONIOPHO-ABUraTeIbHOTO anapaTa, OpraHOB 3pEHHUS
Y HEpBHOM CHUCTEMBI, a TaKKe aHOMAJIMSIMU MOYEBBIIE-
JUTEIBLHOW CHCTEMBI U JKEJIYJOYHO-KUIIEYHOTO TpPaK-
Ta. CO CTOPOHBI CEPAECYHO-COCYAUCTON CUCTEMBI ONU-
CaHbI CITy4ad BPOXKJCHHBIX TIOPOKOB cepana (Ie(eKThI
MEXKIPEACEPTHON U MEAOKETYJOUKOBON NIEPErOPOIKH,
terpaga damio, ABOWHOE OTXOXKIEHUE COCYIOB OT
IIPaBOrO >KEJIyA0YKa, OTKPBITBIA apTEpPHAIBHBINA IPO-
TOK, KOapKTaus aopThl) [2]. JJaHHBIX 0 )KU3HEYTpOXKa-
IOLLMX apUTMUSIX Y AeTel ¢ cuHapoMoM lonbrenxapa,
ONMCAaHHBIX paHee B JOCTYMHOI JuTepaType, Mbl HE
BcTpeuanu. Takum oOpa3om, IeTsaM ¢ reMupanuaIbHON
MHKPOCOMHEN PEKOMEHIYETCSl B IUIAHOBOM IOPSIIKE
MPOBOIUTH DICKTPOKAPIUOTpaHI0 U CyTOYHOE MOHU-
topupoBanne OKI' mo Xonrepy /Ui cBOEBpeMEHHOM
JMarHOCTHKYU HApyLIEHUI PUTMa.
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Craniofacial Microsomia: Case report and literature review. Eur.J.Med.Genet. 2017 Dec 27. pii: S1769-7212(17)30542-6.
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