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'- YO «TpoaHEeHCKMI rocynapCTBEHHbIN MeaULMHCKMIA YHUBEPCUMTET )

2. Y3 «lpoaHeHckas 06NACTHAS AeTCKAS KAMHMYEeCKAs BOoNbHULAY

B cmamve pacemampueaemes cemetinwiii cyuaii cunopoma Pomano-Yopoa.

Knrouegwie cnosa: oemu, nacieocmeennulii cunopom yonunenno2o unmepeana QT, cunkone, neuenue, npo@uiakmuxa.
The article describes a familial case of Romano-Ward syndrome.
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Hawnbonee BHICOKMM PHCKOM Pa3BHUTHsI BHE3AITHOM cep-
neanoii cmeptu (BCC) oTiruaetcs HacIeICTBEHHBIN CUHI-
pom ymunenHoro uaTepBaia QT (CYU QT). CYU QT sto
CHUMITTOMOKOMIIEKC, BKITIOUAIOIIMI YBEINYEHHE JITUTEIb-
Hoct uHTepBana QTc 6anee 440 mc Ha DKI mokost, nosiBIie-
HHUE Ha 3TOM (hOHE MAPOKCH3MOB MOTMMOPGHOHN KeTyIod-
KOBOM Taxukapauu Tuna torsades de pointes ¢ BO3SMOXXHOM
TpancdopMaryeli ee B GUOPUILISLIHIO KETYIOUKOB FIIH acH-
CTOJIUIO, YTO KIIMHUYECKH YacTO MPOSBIISETCS BO3SHUKHOBE-
HHEM CHHKOTIAJIbHBIX COCTOSIHHI U BHE3AITHOH CMEPTHIO OO~
Horo[1, 4,7].

Jst mocranoBku muarnoza CYU QT PJ. Schwartz [7]
TIPE/ITIOKUIT IPUMEHSITH OONBIINE U MaJIble JUarHOCTHYEC-
kue kpurepru. CYN QT nuarsoctupyercs Ipu HATHYUHU IBYX
OOJIBILIMX MJIH OJTHOTO OOJIBILIOTO U IBYX MaJIbIX KPHUTEPHEB.
K GonpimiM KpuTepusM aBTOp OTHOCUT YIUIMHEHHE HHTEP-
Baja QTc Oomnee 440 mc Ha DKI' mokos, CHHKOIIE, CITydau
BbIsIBJIeHH yuuHeHus uarepsaina QT B cembe. Cpenu Ma-
JIBIX KPUTEPUEB: BPOXKICHHAS [ITyX0Ta, aJIbTepHAaLs 3yO1a
T, HU3Kasl YacTOTa CEpIEYHBIX COKPAIEHUH U HapylIeHHe
MIPOLIECCOB PETIONAPU3AIMY MHOKAP/a JKETYIOUYKOB. YIIIH-
nenue untepBana QT na OKI, npepbimaromniee 6osee yem
Ha 50 MC HOpMaTHBHBIE 3HAYEHUS JJ1s TAHHOM YacTOThI Cep-
JIEYHBIX COKpAILEHUH y IeTeil, 00IIenpu3HaHHO CYUTAETCS
HeOJIaronpusTHHIM MPU3HAKOM, YKa3bIBAIOLIUM Ha DJIEKTPH-
YECKYI0 HECTAOMIbHOCTh MHOKap/a. [1Jist KIMHUIMCTOB, TIO-
MHUMO BBISIBIICHUS] CHHIpOMa YIIMHeHHOro uHtepBana QT,
YpE3BBIYAHO BAYKHBIM SIBJISIETCSl YCTAHOBUTH NEPBUYHYIO
WJIN BTOPUYHYIO er0 (opMbL. OT 3TOr0 3aBUCUT BHIOOP TaK-
THUKH JICYSHUS U ITPOTHO3.

ITo nanaeiM M.A. HIkonsHuKOBOH [3], mpoBoauBIIEH
JaTensHoe (0T 5 10 15 net) HaONFoICHUE 1 aHATTH3 CeMEH-
HOH CUTYalluH, yCTAHOBJICH PsiJi KIIMHUYECKUX 3aKOHOMEp-
Hoctet npu CYU QT. BuesanHas cMepTh B 00CICIOBAHHBIX
CEMbsIX B OCHOBHOM (68%) nMesa MecTo B MOJIOZIOM BO3pa-
cre (o 35 ner). Y mereil B OTCYTCTBHE JICUCHHUS PUCK BHE3ATI-
HOM cMepTH cItycTs 3-5 JIeT mociie IepBoro MpUCTYIa MoTe-
pu co3HaHus gocturaet 32%. OOpaiaer BHUMA-

HHUe Oojiee BBICOKHI PHCK BHE3AITHOH CMEPTH Y |
MaJIBYUKOB B MpEMyOepTaTHOM M ITyOepTaTHOM
nepuozax. Yactora KIMHUYECKON CMEPTH Y HUX B

2 pa3za BBIIIIE, YEM Y ICBOYEK.

OcobeHHocTsiMu cHHKOME K aeted npu CYU
QT sBnsirores [2]: | 1

2) NOosIBJICHUE B ITPECHHKOIIAaIBHOM TIEPUOIIE TOJIOBOKPY-
JKEHUsI, 001IeH c1ab0CTH, TOTEMHEHHS B IN1a3ax, cepaeone-
HUSL, OLYILCHUSI TSHKECTH 3a TPYJHHOM;

3) OBICTPOC BOCCTAHOBJICHHE CO3HAHHS M OTCYTCTBUE
aHaAMHECTHYECKUX HAPYLICHHU B MTOCIENPUCTYITHBIH MepH-
O,

4) oTCYTCTBHE U3MEHEHHNH JITYHOCTH, TUITHYHBIX JUTs O0ITb-
HBIX UJIETICHEH.

Beigensiror Bpoxkaennsie (Hacnencrsennsie CYU QT):
Jxeprenna-Jlanre-HusbceHa (COUSTAIOIHIACS C BPOXKICH-
HO¥U mtyxotoit) u Pomano-Yopna, Ha3BaHHBIE 1O (haMITHAM
aBTOPOB, BIIEPBbIE OIMCABIIHIX JaHHBIE CHHIPOMBI, & TAKKe
nipuobperennsie BapuanTtel CYU QT. Kak BpoxkieHHBIH, Tak
u npuodperenHsiit CYU QT mMoxeT nporekats B O6CCHHKO-
MAJIbHOW U CHHKOIAIBHON (hopMax.

Yacrora Bctpeuaemoctr HacneactseHHoro CYU QT no-
CTaTOYHO BhICOKA. M3BecTHO, uTo cuHapoMm Pomano—Yopra
BBIABIIETCS B OMy/siuuu ¢ vactoroi 1:10000, a y gereit
1:5000-1:7000 [5]. ITpu 06cie10BaHUM TPYIII MAIIUEHTOB C
KapAMOT€HHBIMU CHHKOMAJIBHBIMH COCTOSIHUSIMUA CHHJIIPOM
BBISIBJIEH B 36% ciydaes [5].

[TpuBoaum cobcTBeHHOE HaOMONeHNe cuHIpomMa Poma-
Ho-Yopna. boipHoit 1. 12 net, moctynun B V3 «['OKb»
21.01.2009 r. ¢ »xamobamMu Ha TOIOBOKPY)KEHHE, MHOTOKPAT-
HYIO KPaTKOBPEMEHHYIO TTOTEPIO CO3HaHUsI B anamHese. Co
CIIOB ponuTenel, pedeHOK OoeeT ¢ 7 JIeT, Korja Mocie pe3Ko-
T'0 BHEIIIHETO pa3apakuTess (TPOMKHUI 3BOHOK Telie(oHa)
BIIEpBBIE POU30IILIA IOTEPS CO3HAHMSI.

PebGenok ot I GepeMeHHOCTH, POTEKABIIEH C Yrpo30i
MIpEpBIBaHMs B PAHHUE CPOKH, | peKIeBPEMEHHBIX C POIIOB
(34 menmemm), ¢ Maccoii Tena ipu poxaeHnn 1700 . Ha ecre-
CTBEHHOM BCKapMJIMBaHUU JI0 2 Mec. [IpHBHT 110 BO3pacTy.
HacnencrBenHocTs otsiromieHa o cuanpomy Pomana-Yop-
Ja (cM. pucyHOK 1).

Jlerenna: 1-2 — ymep B Bo3pacte 64 jetr (MHpapKT MHO-
kapna); 1-3, 11-6, I1-7 (ymep B Bo3pacre 27 ner); 111-5, I11-7 —
cungpoM Pomano-Yopaa.

Ol__zrz .3_

1) BO3HHKHOBEHHE Ha BBICOTE TICUX0IMOIIHO-
HaJIbHOM Wi (hu3nueckoit Harpysku (y 40% ma-
LIMEHTOB Ha (hOHE HMOIMOHAIBLHOTO BO30OYXKIe- mn
uust, y 50% — pusuueckoit Harpysku, y 20% — roia-
BaHus, y 15% — BO Bpemsi IpoOYKAEHHs 1OCIie
HOYHOTO CHa, ¥ 5% — Kak peak1ys Ha pe3Kue 3BY-
KOBBIE Pa3[pakKUTEIH);
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Pucynox 1 — Pooocnosnas nayuenma /]. 12 nem
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[epBoe cunkone y oTia pedeHKa IpOU30IILII0 B BO3pac-
te 22 net. Ha OKT oruia ormMeuaeTcst yuinHeHe HHTEpBaia
QT o 540 mc mpu YCC 50 B MUHYTY.

[Mocnennee cuHKOMaJbHOE COCTOSHUE Y peOeHKa
10.01.2009. Poqurenu Hanwiu peOeHKa HOUBbEO 0€3 CO3HAHUS
psinom ¢ kpoBaTbto. Co coB pebeHKa ero Houbko pa3Oyauit
3BOHOK OyIMJIBHUKA, OH ITOIHSIICS, YTOOBI BEIKITIOYHUTD €70 U
OorbIie HUYEro He MOMHUT. CHHKOIIE, CO CJIOB POIUTEIICH,
JUTSATCSI HECKOJIBKO MUHYT, TI0CJIE€ KOTOPBIX PeOEHOK OTMeya-
€T 00IIyI0 CIIa00CTh, COXPAHSIOIIYIOCS OT HECKOJIBKUX MH-
HYT JI0 yaca. B TeyeHue nociieHuX MsITH JIeT ObUIO BOCEMb
CHHKONIAJIBHBIX cocTosiHuK. OOCieNoBaH y HEBPOJIOTOB —
TIATOJIOTUH HE BBISIBJICHO.

[Ipu noctymieHny B CTalMOHAp 00IIee COCTOSIHUE pe-
OeHKa yOBJIETBOPUTENILHOE. [ UITepCTEeHNYECKOro TeN0CIIo-
JKeHus, Macca Tena 50 xr, uinHa Tena 157 cM (pusmueckoe
pasButue cpennee). HepBHO-nicUXU4ecKoe pa3BUTHE COOT-
BETCTBYET BO3pacTy. KoXHbIE MOKPOBBI YHCTHIE, OJIeqHO-
PO30BEIE, TYprop TKaHel ynoBJiIeTBopuTenbHbIN. [leprdepu-
yeckue TUMQOy3Jbl He yBennieHbl. KoCcTHO-MbIeyHas u
CyCTaBHasl CHCTEMbI 0e3 OTKJIIOHEHHH OT HOpMbL. Y1 20/MuH.
B nerkux npIxanue Be3UKyISIpHOE, XpUIoB HeT. AJ] Ha pykax
115/75 mm pr. cr. [Ipu nepKyccuu rpaHuIibl cepALa B Mpejie-
J1aX BO3pacTHOW HOpMBIL. TOHBI cepAlla pUTMUYHBIE, TPOM-
KH€, H&KHBIM CUCTOIMYECKUH [ITyM Ha BEPXYIIKE U V TOUKE,
yMeHbIaronuiics B nonoxernu crost. YCC 75/mun. XKupor
TIpY TaJbIIaluy MATKUH, 6e300e3HeH b, [1eyens u cene-
3eHKa He yBenuueHbl. CTyl 1 MOYEUCITyCKaHHe B HOPME.

PeGenok o0ciemoBaH: OOIIHMe aHAIM3BI KPOBH, MOYH,
OMOXMMUYECKHUH aHaN3 KPOBH, KOMpPOrpamMma, UMMYHO-
rpamma B ipezenax Bo3pactHoi HopMel. Ha OKT" 01 22.01.09
peructpupyercst cuaycoBbiid put™, YUCC — 76/MuH, yrom a —
63° PQ—-0,14, QRS —0,09, QT —0,47. 3akiTroueHHe: HOPMOT-
pamMMa, yBeITHYEHUE JITUTEILHOCTH JIEKTPHYECKON CUCTO-
a1 xenynodkoB. Ha 9xoKI pasmepsl kamep cepilia u reMo-
JIMHAMUKa B Tipefienax Bo3pactHoi HopMbl. BCP 0122.01.09:
UBT — cuMmaTukoTOHMS, aCUMIIATUKOTOHUYECKasi BereTa-
TUBHAsI PEAKTUBHOCTb.

XM 3KI 29.01.09. 3a Bpems MonuTOpHpoBanus (23 yaca)
PETHCTPHUPYETCSl CHHYCOBBII PUTM C SAMHHUYHBIMU ITPECED-
JHbIME DC, 3MTH30JaMU MUTPALIY BOJIUTENS PUTMA IO TIpei-
cepamiM, QT makc.— 566 mc (UCC — 52/mun. ), SA-6iiokana
11 cr. Hupkamusiii uaneke — 1,8. Cpenwstst nHesHas UCC — 116/
MUH, B HOYHOE BpeMs — 64/MUH., YTO CBHJETEIBCTBYET O
TaXUKap/uX B THEBHOE BpeMsl. B THEBHOE BpeMsi BbIpakeHa
BapuabenbsHocTh RR MHTEpBaIOB. 3aperucTpupoBaHsl clie-
nytroruie aputMuu: 1) onuHouHbie HXKOC — 3, makcumais-
Has ray3a 1192 mc; 2) Murparys BOAUTENS Cep/la 1o npe-
cepausim — 14 (Hounoe Bpemst); 3) SA-Onokaza I ct. B HOU-
Hoe BpeMs — 8, MakcuMaJibHad nay3a 1536 mc. Mi3meHenuit
cermenTa S-T u 3y6ra T Het (cM. pUCYHOK 2).

[Ipenaparamu epBoro BEIOOpa B TEPAIIEBTUIECKOM Jie-
YEHHUH, 00YCIIOBIMBAIOIIMMH OJIOKa Ty CHMIIATUYECKUX BIIU-
SIHU Ha CepLIe, SBIISIOTCS [3-OJI0KaTOPbI, TOIOKUTETBHBIH
3¢ PEKT KOTOPHIX CBSI3aH C YMEHBIIEHUEM CTEIIEHH JIHCIIE-
CHH PENOJSIPU3AIMY MHOKAPAA KEITYIOUKOB, YTO MPEIOTB-
paIaeT NPUCTYIIBI )KU3HEYTPOXKAIOIIUX apUTMUii [6].

PeOenky ObLT HA3HAYCH METOMPOJION B 03¢ 25 MI/CYT.
Ha 7-ii nenp npuema f-61okaropa Ha XM OKI ormeuaercs
ykopouenue unrepsaia QT no 430 mc.

PeGeHok BBIITMCAH JIOMOW B YIOBJIETBOPUTEIHEHOM CO-
CTOSTHUM C PEKOMEHJAlIUSIMU POAOIKUTH ITPUEM METOIIPO-
nona B no3e 25 mr 1 pa3 B ieHb (yrpom). PexomeHnnoBaHo
MIPOBE/ICHNE KYypCOB KapIHOMETaOO0INUeCKOW U aHTHOKCH-
JIAHTHOM Teparnuu (Maruuii B, maHaHTyuH, KAPHATHHA XJI0-
U, MUIIPOHAT, THOTPUA3OIUH U Jp.). PeOCHKY poTHBO-
TOKa3aH MpHEM MpernaparoB, yuHsonmx uaTepsai QT:
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Pucynox 2 — XM IKT 29.01.09 unmepsan QT maxc. 566 mc
(npu YCC 52/mun)

1) aHTHOMOTHKOB 1 aHTHOAKTEPHAIILHBIX TIPENapaToB (IPHT-
POMHUIIMH, KIAPUTPOMHUIIMH, A3UTPOMHIINH, CITHPAMHIIUH,
KIHHAAMHUIIAH, 0aKTPUM, H30HHAA3H]T); 2) aHTHTHCTAMHHHBIX
IpernaparoB (acTeMu30i, TepheHaIuH); 3) CepACIHO-COCY-
JIUCTHIX TpenapaToB (KaBHHTOH, aJIpeHaIMH, d(eapHH);
4) aHTHAPUTMHUYECKHX MPENapaToB (MpOKaNHAMUI, JTUI0Ka-
uH, (prekanHu, ponageHoH, COTaIo, KOPIapoH); 5) ract-
PO3HTEPOJIOTHYECKUX TIPenaparos (IU3anpum); 6) AMypeTu-
KOB (MHIAaMun); 7) aHTUTPHOKOBBIX MpenapaToB ((IIroKo-
Ha30J1, KETOKOHA30J1, THTPAKOHA30I1), U IPYT'HX MpenapaTroB
(poOykor, manaBepuH, ajieHo3uH). [Ipy MOBTOpEeHNH CHH-
kone Ha (hoHe npuéma [3-0I0KaTOpOB PEKOMEHIOBaHA KOH-
cynsranus B PHIIL «Kapauonorusy.

UYepes 1 Mecsin rocie BHITUCKK pebeHKa /1. B oTienenue
TIOCTYIIHJI €r0 JIBOIOPOAHBIH OpaT (15 j1er), KoTopblii py -
TENBHOM, IICUXOIMOIMOHAIBHOM Urpe 332 KOMIIBIOTEPOM
BriepBhIe notepsit cozHanue. Ha XM OKI' y moapocTka Brep-
BbIe 3a(uKcupoBaHo yumHeHune uaTepsaia QT mo 570 mc
(UCC 57/mun.). I1pu o0ciienoBaHuH B KapAHOIOIHISCKOM
ornenennu Y3 «'OJIKB» eMy ObUT BRICTABIICH THATHO3: CHH-
npom Pomano-Yopna.
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