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Bue3annag ocmanoBKka cepoua y gemel

BHe3anHas ocraHoeka cepaua (BOC) y geteit, koTopas B OTCYTCTBUE JIEYEHUS B TeYEHUE HECKONbKUX MUHYT MOXXET BbI3BATb
BHE3dMHYI0 KAPAUAJIbHYIO CMEPTb, OKA3bIBAET OTPOMHOE BIIMSIHUE HA KCXKAOrO: AeTeN, poauTesnen, APYrux YJeHOB CEMbM,
Pa6OTHUKOB 3APABOOXPAHEHUs U 06 ecTBO B Lenom. Mpegorepawienne BOC — pe3koi unu HEOXKMAAHHON YTPATbI CepAeYHOMN
yHKUMM — OCTaeTcs BaXkHelweh rno6anbHoi npo6nemoii. Llenb AAHHOrO JOKYMEHTA — MOBbICMTb 3HAHUS NEAUATPOB (KaK
NpepoCTABNSIOMX NEePBUYHYIO MEAULIMHCKYIO MOMOLLb, TAK U CNELMANIUCTOB) O pacnpocrpaHeHHoctu BOC y fereis, ee
NPUYMHAX U cneLudpUuYecKuX NPOSBAEHUIX, SHAUUMMOCTA CKPUHUHIA NALMEHTA U ero ceMbM, GbICTPO yBEeNUUUBAIOLLLEHiCS pOnu
reHeTU4ecKoro TeCTMPOBAHUS U, HOKOHeL,, BAXKHbIX acnekTax BrTopuyHoii npodunaktuku BOC. B Hacrosuem pokymeHTe He
PACCMATPUBAIOTCA CMHAPOM BHE3AMHOW CMEPTU MIIGAEHLEB U CMHAPOM BHE3ANHOW HEOGbACHMMO CMEpPTHU, PUBHO KAK U
cneuudunueckoe neveHue oTaenbHbIX 3a6oneBaHunii cepaud. JLOHHbIA AOKYMEHT OTPA)KAET MHeHue AMepUKAHCKOW Konnerum
kapgauonoroe (American College of Cardiology), Amepukanckoii accounauum cepaua (American Heart Association) u
O6wectea cepaeuHoro putma (Heart Rhythm Society).

Pacnpocmpaneniocmb BOC y gemeii

B CIIA ueHTpaJu30BaHHBIN 00s13a-
TeJbHBIA peectp ciydyaeB BOC y nereit
OoTCYTCTBYeT. MMelomuecss Ha CeromHs
JaHHbIE COOMpPAINCh HA OCHOBAaHMUM CO-
OOIIIeHUIT B CpeAcTBaX MacCoBOi MHDOP-
MallMi, OTYETOB HENpodeCcCUOHATbHBIX
oO1iecTBeHHBIX IBMKeHU no BOC, a
TaKKe CTaTeli B PELICH3UPYEMbIX MEIUII -
HCKMX M3IaHUSIX, IIPU 3TOM OIMChIBae-
Mble CJIydau, KaK IIPaBUIIO, PETUCTPUPO-
BaJIUCh B KPYITHBIX CIIELMAJIM3MPOBAH-
HBIX LIEHTpaX. DIU30/Ibl peaHUMUPOBAH-
HOIl OCTaHOBKM cepala (IpepBaHHOMI
KapauajabHOM CMEPTHU) PETPOCIEKTUBHO
JTOKYMEHTUPOBATh enie TpyaHee. Corac-
HO pacueTaMm LIeHTPOB MO KOHTPOJIO U
npodpunakTuke 3adoneBanuii (CDC), B
CIIA exerogHo or BOC ymupaet okosio
2 ThIC. MALIMEHTOB B BO3pacTe 10 25 JeT.
Ilo npyrum naHHbIM, yactota BOC y ne-
Teil U MoapocTKOB cocTtapisieT otT 0,8 10
6,2 Ha 100 Thic. B roA. AHAIU3UPYS pe-
3yJIBTAaThl MCCIeA0oBaHUIA Maron 1 COaBT.
(1986) u Spurgeon (2001), MOXHO HpPHii-
TU K BBIBOAY, uTo 4acTtora BOC y noxa-
POCTKOB M MOJIOABIX B3POCJIbIX YBEJIU-
YMBaCTCS.

BOC MoxeT nmpoucxoauTh gaxe y ca-
MBIX MaJIeHbKUX JeTeii U B COCTOSIHUM
IIOKOSI; B TO € BPEMsI BEPOSITHOCTb 3TOTO
COOBITHSL Y IETE Y MOJIOJIBIX B3POCIIBIX C
(OHOBBIMU KapIHOBACKYJISIPHBIMU 3a00-
JIEBAHUSIMU YBEJIMUMBACTCSI TIPU 3aHSATU-
sIX criopToM. TeM He MeHee B IByX McClie-
noBaHusX Maron u coabt. (2006, 2009)
ObLIO ycTaHOBJIeHO, uTo yactota BOC y
MOJIOIBIX aMEPUKAHCKUX CIIOPTCMEHOB,
YYaCTBYIOIIMX B COPEBHOBAHUSIX, HE TIpe-
Boimaet 100 cayyaeB B roa. Ilo maHHbIM
WUTAJIbIHCKOIO MCCJIEIOBaHUsI, 4acToTa
BOC y Monoabix CriopTCMEHOB 0 BHEI-
PEeHUs MPOrpaMMbl O0IIEHALIMOHAILHOTO
CKpUHUHIA coOcCTaBiisia 1 ciydail Ha
25 Toic. B rox (Corrado et al., 2006). Cor-
rado u coaBrt. (2003) TakKe BBISIBUIIN, UTO
oTHocuTeabHbIN puck BOC y coprcme-
HOB-TIOIPOCTKOB ¥ MOJIOJBIX B3POC/IbIX B
2,5 pasa Bblllie, YeM Y JIUI] aHAJIOTUYHOTO
BO3pacTa, HE 3aHUMAIOIIMXCSI CIIOPTOM,
MIPUYEM 3TO MOBBIIICHUE PUCKA CBSI3aHO
¢ (h)OHOBBIMM 3a00JIEBAHUSIMU CEPILIA.

OLIeHKY MCTMHHOM paclpoCTpaHeH-
Hoctu BOC 3arpynHsieT u3BecTHasl Mpe-
B3SITOCTh MYONMKaALMii (CKJIOHHOCTb He
coo0lIaTh HEOXMUIAHHBbIE MM HEXella-
TeJbHbIE PE3YJIBTaTbhl) M HamIpaBICHUI
MaleHTOB (KOorua pe3yJbTaThl JUarHoc-
TUYECKOIO0 TeCTa BIIMSIOT Ha MOCJCIYIO-
1ee HalpaBjIeHue Ui 0ojiee rIyOooKOro
obcnenoBanus). Kpome Ttoro, cienyer
YYUTBIBATb TPYOHOCTHM B YCTAHOBJICHUU
MPUYUHBI CMEPTH Yy MAllMEHTOB C Iep-
BUYHBIMU 3a00JIEBAHUSMU 3JICKTPUYEC-
KOU cucTeMbl cepilia (Tak Ha3blBaeMble
clyyad C OTpULATEJbHBIMU pe3yJbTaTa-
MU ayToricuun). MHorme u3 u3BeCTHBIX Ha
CEeromHsI B3JEKTPUYECKUX PaCCTPOMCTB
ObLIM OIMCAHBI JIMIIb HEAABHO, YTO 3a-
TPYIAHSET UHTEPIpPETALUIO O0JIEe CTapbIX
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KCCJIEOBAHUI IO OLIEHKE MPUYKH Meau-
arpuyeckoit BOC, upeHTHhDUIIUPOBAH-
HBIX 110 JAHHBIM ayTOTICUH.

Kapguanbhbie paccmpoiicmea,
npegpacnonazawuiue K BOC
B MONnogoMm Bo3pacme

DoHOBBIE 3a00JICBaHUS CepIla, acCO-
uuupoBaHHbie ¢ BOC y nereit 1 MOJIOABIX
B3pOCJIbIX, TIEpeYMClIeHbl B Tabnuue 1.
B 1estoM MX MOXHO pa3IeiuTh Ha CTPYK-
TypHO-(DYHKIMOHAIBHEIE (T.€. ITOmIAI0-
IIMecs BBISIBICHUIO C ITOMOIIBIO 3JIEKT-
pokapauorpaduyd WIM ayTONCUM), Tep-
BUYHEIC DSJICKTpUUeCKUe (B ITOHABIISIO-
111eM OOJIBILIMHCTBE Cy4yaeB HaAOMI0AAI0T-
¢ TIPU CTPYKTYPHO M (DYHKIIMOHAIIBHO
HOPMAaJIbHOM CEPJLE) U APYTHUE, BKIIIOYa-
[OIIe WCITOJIb30BaHNWE HapKOTUKOB W
CTUMYJISITOPOB (Hampumep, KOKaWHa,
s¢enprl) ¥ Ha3HaUCHHE HEKOTOPBIX Jie-
KapCTBEHHBIX IIpeIrapaToB (HaIpuMep,
SPUTPOMHMIINHA, KETOKOHAa30/a, Kapba-
MaszenuHa). JIist Gosiee 1eTaabHOTO O3Ha-
KOMJICHUS ¢ KaXXIBIM M3 3THX TPEX pa3-
JIMYHBIX COCTOSTHUI MOXKHO 00paTUTHCS K
paboram Berger u coaBT. (2004) wu
Campbell u coanrt. (2009).

lenemuka BOC y gemeii

Bo Bcex oGnacTsx MeIUMLIMHBI TTOSIBIIS -
JOTCSI BCe HOBBIC 3a00JIeBaHUS, UIST KOTO-
PBIX yIAJIOCh OOHAPYXXWTH BBI3BIBAIOIINC
HX reHeTIecKre MyTarmu. Hagamoch n3y-
YyeHHe OOJBIION KOTOPTHI IPaKTUICCKU
3MOPOBBIX JIIONEH C IEIbIO OIpeaeIeHUS

Ta6nuua 1. 3a6onesanus cepaua,
npegpacnonaraiowme k BOC y peteii
M MONOABIX B3POCHBIX

CTpyKTypHO-(pYHKUMOHANbHbIE

1. Tuneprpoduueckas kapauomuonarus*
2. AHomanum KOPOHAPHBIX ApTepPUi

3. Paspeis aoprbl/cunppom Mapdana*

4. AnnaTaumoHHAs U pecTpUKTUBHAS
KApANOMUONATHY

5. Muokapaur

6. O6¢TpyKLMS BHIBOASLLETO TPAKTA NEBOTO
XKenyaouka

7. Mponanc MUTPANbHOTO KNANAHA

8. Arepocknepotuyeckas 60ne3Hb KOPOHUPHBIX
aprepwmit

9. ApuTMOreHHasi NPABOXXENYL04KOBAS
KapauomuonaTus

10. CocrosiHue nocne onepawum no noBoay
BPOXAEHHOM 6onesHn cepaua

dneKTpuyeckue

11. Cunppom pnunHoro uutepeana QT*

12, Cunppom Bonbda-Mapkuncona-Yaiira
13. Cunppom Bpyrapa*

14. Karexonamunepruyeckas nonumopoHas
XKenyao4KoBas Taxukapaus™

15. Cunapom KopoTKoro uHTepeana QT*

16. MonHas 6nokaaa cepaua

Apyrve

17. HapkoTnyeckue BeLLECTBA U CTUMYNSTOPbI;
HeKOTOpbl€ peLenTypHbie Npenaparbl

18. MepBuuHas neroyHas runepreHsus*

19. Cotpsicenue cepaua

* CemeiiHble /reHeTHYECKUE 3a60neBaHUs

HauboJjiee pacIpoCTPAHEHHBIX MOJIUMOP-
(u3MoB 1 (POHOBOI YACTOTHI PEAKUX Te-
HETUYECKUX BapUaHTOB TIOKAa HESICHOM
3HAUMMOCTHU B 00l1eit nonyasunu. B or-
HOILIEHUH 3a00JIEBaHUI cep/lia BOZMOXK-
HOCTU MCCJIENOBAHUSI TEHOTUIIA €llIe He
JIOCTUTJIA YPOBHSI, KOTOPBI ObI ITO3BOJISIIT
WCIIOTb30BaTh OAWH JIUIIbL TeHOTUM (0e3
MPUBSI3KA K OINMHMCAHUIO KIMHUYECKOTO
(eHoTUIIA) I PYTUHHOU cTpaTuduKa-
LMY pYCKa KITMHUIECKUX MCXOI0B. N3Be-
CTHO, YTO MHOTrMe 3a00JieBaHUsI Cepila,
BKJTIOYAsl TUTEPTPOGUUECKYI0 Kapamo-
MUOIIATUIO U KapauaibHble MOHHBIE Ka-
HaJIOTIATUM, SIBJISTIOTCS TE€HETUYECKUMU.
B MHOTOYMCIIEHHBIX UCCIIETOBAHUSX ObI-
Jla MPONEeMOHCTpUpOBaHa 3(P@PeKTUB-
HOCTh TEHETUYECKOTro TeCTUPOBAHUS
OJIKaWIIIMX POJACTBEHHUKOB MAlIMEHTOB,
ymepuiux ot BOC. B uccinengoBanuu Behr
u coanT. (2003) KapauaibHble CUMITOMBI
Habmonanuch y 27% poacTBEHHUKOB Tia-
ureHtoB ¢ BOC, npu 3ToM pucK Mpex-
JIEBPEMEHHO CMEPTH Y POJCTBEHHUKOB
MePBOM CTETIEHU POICTBA COCTABISLT 6%.
ITocne uzyyenus 49 ciyyaes BOC ¢ ort-
pULIaTeJIbHOW ayTOIICMEN y MallMeHTOB
MoJjiogoro Bo3pacTta Tester m Ackerman
(2007), wucrmonb3ysd MOJEKYISIPHO-TeHe-
TUYECKOE TEeCTUPOBAHUE, BBIABUIU y 17
MMallMeHTOB MYTalluu, BBI3BIBAIOIINE
cuHapoM jauHHoro QT um Karexojamu-
HEPruuecKylo MOJIUMOPGHYIO Xeayaoy-
KOBYI0 Taxukapauio; B 9 (53%) u3 atux
cllyyaeB ceMelHbI aHaMHe3 ObLT OTSATO-
mweH BOC wiu cunkone. Hanuuue B 1ny-
HOM aHaMHe3¢ CUHKOTIE, AMUJIeTITHYEC-
KUX TIPUTIAIKOB /WM OCTAHOBKM CEPII-
11a HaOJIoIaI0Ch Y 7 TAIMEHTOB, yMep-
mux ot BOC. B uccnenpoanuu 2005 .
(Tan et al.) ¢ mMOMONIBIO TEHETUYECKOTO
TECTUPOBAHUSI ObLIa YCTAaHOBJIEHA BEpPO-
SITHas Ipu4YrMHa cMepTu y 17 u3 43 60J1b-
HBIX C OTpULATebHOM ayroncueit (40%).
leHeTnyeckoe TeCTUPOBAHME POACTBEH-
HUKOB AOIOJHUTEJbHO BbIIBUIO 151
MPECUMIITOMHOTO WM HEIVMarHOCTUPO-
BAaHHOTO HOCUTES 3a00J1eBaHMs (B Cpe/l-
HeM 8,9 Ha ceMblo).

YuuThiBask TEHETUYECKYIO TPUPOIY
MHOTHX 3a00JIeBaHU, TIepeunCIeHHBIX
B Tabiuile 1, ouyeBMIHA OTPOMHAsT 3Ha-
YUMOCTb JI€TaJbHOTO, BCECTOPOHHETO
ceMeifHOTO aHaMHe3a (a TakXke, Mpu He-
00XOJMMOCTH, KOHCYJIbTAIIMU IKCIepTa
10 KapauanabHoi reHeTuke). [TepBuuHas
11eJIb — TIPOCTIEKTUBHOE BBISIBJIEHUE BCEX
YJIEHOB CEMbH, JaXe HE MMEIOIIMX Ka-
KUX-JIM0O CHUMIITOMOB, KOTOpBIE T€HO-
TUMUYECKU WK (HEHOTUITUIECKHU CTpa-
Jal0T 3a0o0JieBaHUEM, Mpeapacroiara-
muM K BOC. B 2008 . Morales u coasT.
U3y4yaau poJib CEMEHOro aHaMHe3a Mpu
00cJIeIOBAaHUM TIALIIMEHTOB C KapIMOMM--
omatvMeil 1 MOHHBIMM KaHaJOTIaTUSIMMU,
npeapacnoyararomnMu K BOC, u BbisI-
BWJIM, YTO Te€HEAJOTUIECKUN aHaIN3 0
TPETHETO MMOKOJICHUS SIBIISIETCST BHICOKO-
3G (HEKTUBHBIM TUArHOCTUYECKUM WH-
CTPYMEHTOM.

-

MpusHaku u cuMNMOMbI NOBbIWEHHO20
pucka BOC

BOC MoxeT ObITh MEPBLIM ITPOSIBIIE-
HUEeM 3a00JieBaHUsI, OJHAKO y TallMeH-
TOB, CTpaNaloIIMX CTPYKTYPHO-(YHKIIU-
OHAJIbHBIMM WJIU TIEPBUYHBIMU JICKTPU-
YeCKMMU 3a00JICBaHUSIMU, TIPEAIIECTBY-
rore BOC cuMnToMbl BCTpevaloTes 10-
BOJIBHO YacTo. B To Xe BpeMs NMpu3HaKKU
Y CUMIITOMBI, CBUIETEJIbCTBYIOIIHE O T10-
BeiieHHOM pucke BOC, uyacto Hempa-
BWIBHO MHTEPIPETUPYIOTCS M HEIOOIIe-
HUBAIOTCS KaK POIACTBEHHUKAMM IIaIlu-
€HTOB, TaK M MEIUIIMHCKUM TepCOHa-
JIoM. DTa TipobJjieMa XOpoIllo OCBellleHa B
pabote Liberthson (1996), npeacrasisio-
e coboit aHaaM3 AEBITU MPeabIAYIINX
uccieaoBaHuil. Takue mpeaiiecTByOIMMe
CHMIITOMBI, KaK TOJIOBOKPYXeHUE, 0O0JIb
B I'pYIU, CUHKOIIE, CUJIbHOE cepaleoune-
HUE ¥ OfBIIIIKA, B COUCTAHUU C HATMYUEM
B CEMEMHOM aHAMHE3€ BHE3AIMHOM IIpeX-
JIEBPEMEHHOI CMEpPTU OOHAPYKUBAIKNCH
y 25-61% wucciaenoBaHHOM ITOIMYJISILIMM.
B 8-33% ciyyaeB cMepTh Oblla CBsI3aHa C
¢pusznueckuMu Harpyskamu. Wisten u
Messner (2005) mpoaHaau3UpPOBAIU pe-
3y/IbTaThl ayTONCuu 162 mauueHTOB MO-
Jonoro Bo3pacra (ot 15 1o 34 1et), ymep-
mmx ot BOC, u ycraHoBuiau, 4to B 92
cayyasx pas3putuio BOC mpemiiectBoBa-
JIU CUHKOIIE/TIPeCUHKOTIE, 00JIb B TPYIH,
CUJIbHOE cepaleOreHne U OibllKa; y 26
TaKuX OOJbHBIX CEMEIHBIN aHaMHE3 ObLT
otsroueH HanuyueM BOC. B uccienona-
HUM, CIJIAHUPOBAHHOM IS U3YYEHUS
NPUYUH €CTECTBEHHOM CMEPTU JIOICH B
Bo3pacTe oT 5 10 35 jeT, HauboJiee YacToit
NPUYNHONM BHe3armHoi cmepTu (29% ciy-
YyaeB) y MALMEHTOB C OTCYTCTBYIOIIECH
WM MUHUMAJIbHOM KapIWaJIbHOM I1aTO-
JIoOTHell MPearnoaoXUTEIbHO SBISIACh
apuTMusl, TIpu 3ToM 11% cMepTeabHBIX
HMCXOMOB ObIIM CBSI3aHBI ¢ (PU3NYECKOIt
Harpyskoii (Puranik et al., 2005). BOC B
aHamHe3e npucyrcTBoBana y 4,5% o6nu-
JKaMIIMX pOACTBEHHUKOB. BaxkHo oTMe-
TUTb, YTO Y CIIOPTCMEHOB, TPEHUPYIO-
IIMXCS 10 COCTOSIHMST (PUBUYECKOTO U3-
HEMOXEHHsI, CHUMIITOMBI YaCTO HECIIeII -
(buyeckue, YTO 3HAYUTEIBHO 3aTPYIHSICT
JarHOCTHUKY.

B OonpiuMHCTBE CiiydyaeB HeIocpem-
ctBeHHOI npuunHoit BOC sBnsercs da-
TajJbHasl KEJIyIOo4YKOBasl TaxuapUTMUS
(bubpuIILMS KETYI0YKOB WU KEIy-
JIOUKOBasI TaxuKapmusi 0e3 Myibca), BbI-
3pIBalONIAsl KapaMalbHbIM Kosutarc. He-
KOTOpbIE U3 3TUX apuUTMUI (Hampumep,
torsades de pointes, UM MUPYIT-TaXUKap-
IYsi, — TaXUApUTMUSI, CBSI3aHHAS C CUH/I-
poMoM mnuHHoro mHtepBaia QT) moryr
OBbITh OBICTPOIPOXOASAIIMMU U CaMOJIM-
MUTHUPYIOIIMMMUCS, BBI3bIBAST SIU30bI
CHHKOIIE/TIPECUHKOIIe WJIM CHUMIITOMBI,
HANIOMUHAOIINE SMWICHTUUYECKUN TIPH-
nagoK. Ha ocHoBaHMM 3TUX HEBPOJIOTH-
YeCKMX MPU3HAKOB M CUMIITOMOB IIall-
€HTa MOTYT HalpaBUTh K HEBPOJOTY, YTO
OTIAJINT €r0 OT KapIuOJIOTHYeCKOro 00-
CJIeOBaHMUSI U, COOTBETCTBEHHO, YCTa-
HOBJICHUSI TIPaBUJIBHOTO AMArHo3a 1M Ha-
3HaueHus agekBaTHoro yedeHus. BOC,
acCOLMMPOBAaHHBIC C TAXUAPUTMUCH, Clie-
JIyeT OTJIMYaThb OT XOPOIIO HM3BECTHOTO,
HO MaJIONIOHSATHOTO SIBJICHUSI — BHE3all-
HOI HEOOBSICHUMOM CMEPTHU MPU DITUJIETI-
cuu. B mocieaHeM cityyae 3T0 MepBUYHOE
HEBPOJOTMYECKOE COOBITUE MOXKET BbI-
3BaTh KapIMaJbHYI0 CMEpTh BCIIEACTBUE
HapylIeHUs] aBTOHOMHOW  (YHKIIUM
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KapauoBacKyasIpHON cucteMbl. boiab B
TPYIU TIPaKTUYECKU BCEIIa OTCYTCTBYET Y
MaIlMEHTOB C MEePBUYHBIMU SJICKTPUUYEC-
KUMU 3a00JIeBaHUSIMU U OoJiee XapaKTep-
Ha IUIs1 MAIlMeHTOB C KapIUOMMOITATHSI-
MM, BPOXIECHHBIMU aHOMAJIMSIMU KOPO-
HapHBIX apTepuil U 3a00JIEBaHUSIMU a0p-
THI (pacclIOCHUEM WIM Pa3pbIBOM, acCo-
LIMAPOBAaHHBIMU ¢ cUHApPoMOM Mapda-
Ha). B 1iesiom ciemyetr oTMETUTD, UTO He-
TUMUYHBIC /I KapAuaJIbHOU IMaTOJIOTUHI
CUMIITOMBI Y TAKMX ITAIIMEHTOB YacTO CTa-
HOBSITCSI TIPUYMHON HaIpaBJICHUS K pa3-
JIMYHBIM HEPOMDUIBHBIM CIIEIIAATUCTaM.

VYV naumeHTOB ¢ TuIepTpodUIecKoid,
NUIATallMOHHOM WJIM PECTPUKTUBHOM
KapAuOMMOIIaTUEe!l MOTYT IPUCYTCTBO-
BaTh CUMIITOMBI, XapaKTePHbIE TSI OPOH-
XocIla3Ma (pU3MYECKOro HaMpPSKEHMUS.
CBucTsIIIee AbIXaHUE Y MTallMeHTOB C Kap-
MMOMUOIIATUSMU BBI3BAHO CHMXEHUEM
KOMILJIalieHca JIEBOTO KeIymdo4yKa, MUT-
PAIBHOM HETOCTAaTOYHOCTBIO 1 JIETOYHOM
BE€HO3HOM TUIIEPTECH3UEU, COYETAIOIIEH-
¢ ¢ otekoM Jerkux. [Ipu HeahdekTnB-
HOCTU SMIIMPUYECKON JIEKApCTBEHHOM
Tepanuu OpoHxocmazMa (GU3NIECKOTO
HaNpsDKEHUST WK BBISIBACHUM HOPMAaJlb-
HOM JIErOYHO#N (PYHKLMM CclienayeT Kak
MOHO CKopee 00cieoBaTh KapauoBac-
KYyJIsIpHYIO cucteMy. B psme mccrnemosa-
Huii (Ackerman et al., 1999; Choi et al.,
2004) yrornaeHue Bo BpeMsI IJIaBaHUS ac-
COLIMMPOBAJIOCH C CUHIPOMOM JUIMHHOTO
nHTepBasia QT M KaTexomaMuHepruyec-
KO MOJIMMOP(MHOM 3KeTyT0UKOBOI TaxXu-
kapaueil. [1o maHHBIM MHOTHX aBTOPOB,
ot 5 1o 10% ciyuyaeB cuHApOMa BHe3all-
HOI CMepTU MJIa[IEHIICB MOTYT OBITh BbI-
3BaHbl KaHAJIOMATMUYECKUMU TeHETHUYEC-
KMMU MYTallUsIMU, CBSI3aHHBIMM C CUH/I-
poMoM mynuHHOro mHrepsana QT, cuHn-
pomoM bpyranga u karexoaaMuHEpruyec-
KO TOJUMOP(MHON KeITyIOo4YKOBOM Ta-
XUKaApIUEH.

IIpy HEKOTOPHIX THUMAX CUHIPOMA
nnuHHOoro uHTepBaia QT oOHapyKMUBaeT-
cs1 BpoxkaeHHas riyxota. [Toatomy marm-
€HTOB C BPOXICHHOM IIyXOTOM, HE CBS-
3aHHOM C IPYTMMU U3BECTHBIMU CUHAPO-
MaMH WIM aHOMAJIMSIMU Pa3BUTHS, Clie-
IyeT TIOABEpraTb COOTBETCTBYIOLIEMY
KapIuoJ0TruIecKoMy 00CIeIOBaHMIO.

V nereit ¢ cunapomom bpyrama mpus-
HakoM noBbIlIeHHOTo prucka BOC Moryt
OBITh (DeOPMITHLHBIC TPUTTIAIKU.

NMogxogbl K CKpUHUH2Y

Lleab m100bIX MEPOTIPUSATUIA CKPUHUH-
ra — UACHTUOUUUPOBAThH JIML TPYIIIIbI
pUCKa; MaLMEeHThI ¢ HU3KUM PHUCKOM JI0-
IIYCKAIOTCS K 3aHSATUSM CIIOPTOM, a
0OJIbHBIE C MOBBIIICHHBIM PUCKOM HYXK-
JIAIOTCSI B OrpaHUYeHUM (PU3UIECKOM aK-
TUBHOCTH, KOHCYJILTUPOBAHUU U COOTBE-
TCTBYIOLIEM JiedeHU. OIHAKO Jaxe Ipu
CaMbIX 0JIArONPUITHBIX 00CTOSITEILCTBAX
He Bce cydar BOC MoxXHO mpeayranarh.
Kpome Toro, Ha ceromHsi HU OAUH IIPO-
TOKOJI CKPMHMHIA He IIpOIles Bajiuaa-
LIMI0 KaK BBICOKOI(D(MOEKTUBHBIIA.

Oo0cienoBanme nepen A0MYCKOM K 3aHs-
THSIM CIIOPTOM H OIIEHKA KAPIHOBACKY.ISAP-
HOro prcKa

Kak cBUIeTeIbCTBYIOT Pe3y/IbTaThl BbI-
LIeYKa3aHHbBIX UCCIICIOBAHUIA, IPUMEPHO
B nnosioBuHe ciydaeB BOC y geteii B 1uu-
HOM /WM CEMEITHOM aHaMHEe3e IPUCYT-
CTBOBAJIM yKa3aHWsI Ha ITOBBIILIEHHbIMI
PUCK BHE3aIlHOM CMEpTH, TaKue Kak I10-
Tepsl CO3HAHUSI BO BpeMsl (DU3UYECKOI
AKTUBHOCTH WJIM HEOObSICHUMAS IIPEX-
JIeBpeMeHHass BHe3allHasi CMepTb Y
poAacTBeHHUKOB. CiienoBaTeibHO, 4YacTh

310poBA” YKpaTHU
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MallMeHTOB MOXHO OTHECTU K TpyIIIe
pucka naxe 0e3 UCIOJIb30BaHUS UHCTPY-
MEHTaJIbHBIX METOAOB CKPUHUHIA —
snekTpokapauorpadun (ODKI') B 12 oTBe-
NIEHUSIX 1 9XoKapauorpaduu. XoTsa uMe-
IOIMeCs] JaHHBIE YKa3bIBalOT Ha TO, YTO
MPEeAIIeCTBYIOIINE TTPU3HAKU U CUMIITO-
MBI MOTYT TIPHMCYTCTBOBAaTh Y MHOTHUX Ta-
ueHToB ¢ puckom BOC, B 00IbIINHCTBE
OITyOJIMKOBAaHHBIX MCCIEIOBAaHUI HE M0-
KazaHa 3(p@PEeKTUBHOCTh CKPUHUHTA Tie-
pel IOMYCKOM K 3aHSTHUSIM CIIOPTOM.
Hanpumep, B uccnemoBanum Maron u
coaBT. (1996) CKpMHUHT ITO3BOJIMII 3aI10-
JIO3pUTh HAJIMUKME KapAMOBACKYISIPHOIO
3aboJieBaHMs TOJIbKO Y 3% u3 158 criopr-
cMmeHoB ¢ BOC. Tem He MeHee 3To uccle-
JIOBaHUE OBLIO PETPOCIIEKTUBHBIM U JIe-
TaJu OMPOCHMKA, MPUMEHSIBIIETOCS ISt
CKPUHMHTA, PaBHO KaK U aJeKBaTHOCTh
MocJenHero, He coodanuchk. Kpome To-
ro, JaHHas1 paboTa MPOBOAMIIACE IO TOTO,
Kak ObLJT oMcaH psif 3a00ieBaHuI, N3Be-
CTHBIX CETOJAHSI KaK IIOTeHIIMaJIbHbIC
npuyuHbsl BOC y neteid.

B wuccnemoBanum Wilson u coaBT.
(2008), mpoBeneHHOM B BenmkoOpuTta-
HUU, OBLJIO YCTAaHOBJICHO, YTO OJHOKpAT-
HOW OLIEHKM CEMEWHOro M JIMYHOIO
aHaMHe3a, OCYIIEeCTBISIEMON B paMKax
CKPUHUHTA TIepeN TOIYCKOM K 3aHSATUSIM
CIIOPTOM, HETOCTATOYHO JIJIS1 BBISIBIICHUS
MallMEHTOB U CeMeil C IOBBIIICHHBIM
puckom BOC.

B oTimyue OT CKpuMHUHIA y CIOPT-
CMEHOB 0OoJiee TIIaTeabHas OlleHKa Kap-
JIMOBACKYJISIDHOTO pHCKa, MPOBOIAMMAS
MePUOANYECKU B TIEPUOJ IeTCTBA U ITy-
Oeprara («KOHTUHYYM NpOMUIaKTUYEC-
KO TeauaTpu4ecKoil MOMOIIU»), MO-
JKET TIPeAOCTaBIISIThCS JI00OMY MallMeH-
Ty 11000ro Bo3pacTa JH00bIM MeAUILIUHC-
KUM pabOTHUKOM (Tabi. 2). AHamMHe3
MalMeHTa U €ro CEMbU MOXET H3Me-
HATBCS (M U3MEHSIETCSI) CO BpEeMEHEM,
YTO 00YCJIIOBINBAET HEOOXOAUMOCTh 00-
HOBJICHUS UMeEIoIeiics y Bpaya nH(Op-
Mmanuu. CeMbsIM cleayeT OOBSICHSITH
BaXXKHOCTD IPEIOCTABICHUS MaKCUMAaIIb-
HO TIOJTHBIX M TOYHBIX OTBETOB, Kacaro-
IIUXCSI aHAaMHe3a.

B CIIA, eciu ucnonb3oBaTh CKpU-
HUHT TOJIBKO TIepe JOIyCKOM K 3aHSITH-
sIM CITOPTOM, OOCJIeIOBAaHUEM HeE OymayT
OXBauyeHBI OoJsiee 25 MJIH IeTeil IIKOJIb-
HOTO BO3pacTa, He MPMHUMAIOIINX yJac-
THE B CIIOPTUBHBIX COPEBHOBAHUSIX.
Kpome TOro, orcpounBaHHE OIEHKHU
KapAuOBacKYJISIPHOTO pHUCKa J0 Iepuoia
00y4YeHMSI B YHUBEPCUTETE, KOTJa Ipo-
BOIMUTCS Oosiee (pOpMabHBIA CKPUHUHT
nepe BKIIOYEHUEM B YHUBEPCUTETCKIUE
CIIOPTUBHBIC KOMAHIbI, O3HAaYaeT MO3MI-
HIOIO TUArHOCTUKY ITOBBIIIEHHOTO PUC-
Ka y 3HAYUTEJbHOI YacTH IMalleHTOB U
CeMEM.

Yrobsl moboii ckpuHuHr BOC (kak
repen IOIyCKOM K 3aHSATHUSIM CIIOPTOM,
TaK U B paMKaX PyTUHHOI'O TPOGhIIaKTH -
YeCcKOro o0cyie1oBaHus) ObLT YCTICIIHBIM,
pPabOTHUKM 3APaBOOXPAHEHUS IOJIKHBI,
BO-TIEPBBIX, XOPOIIO 3HATh MPU3HAKU U
CHUMIITOMBI, YKa3bIBAIOIIME HA TTOBBIIICH-
Huiit puck BOC, 1, Bo-BTOpBIX, aJeKBaT-
HO pearupoBaTh Ha BBISIBICHHE TaKOTO
pUCKa TIpOBeJEeHUEM YIIyOJIeHHOTO 00-
cJIenoBaHUsI, HAIlpaBJICHUEM IallMeHTa K
CIIeIIMAIUCTY, Ha3HAYCHUEM JICUYCHUSI U
MPeaOCTaBICHUEM COOTBETCTBYIOIINX Pe-
KOMEHIAIIM OTHOCUTEIbHO OTrpaHUYe-
HUs ¢pu3nUecKnx Harpy3ok. Hecmotpst Ha
TO UYTO HEOOXOAMMOCTb HPOBEACHUS
CKPUHMHTA KOMIIETEHTHBIMU U KBaTUDU-
LIMPOBAHHBIMU CITCLIMATIMCTAMM SIBJISIETCS
OYEBUIHOM, PE3yJbTaThl MCCACTOBAHMS

o

ANTAYA KAPLIONOTIA « AKTYAJIbHE MUTAHHA

Ta6nuua 2. Popma OLEHKN PUCKA BHE3UNHOW KAPAUAIIBHOM CMEPTH Y AeTel

JInuHbIf aHOMHE3

Da/uHer

Ha6niopanace nu koraa-nu6o y Bawero pe6eHKa NoTeps CO3HAHUA BO BPeMs Uiu nocne
$U3MYeCcKOi HarpysKHM, SMOLMOHANBHDIX NEPEXXUBUHMI UK ucnyra?

Ha6niopanucb nn Korpa-nu6o y sawiero pe6eHKa CunbHAs OAbILIKA /WK AUCKOMPOpT,
601b MM YYBCTBO ACBNEHMS B FPYAU BO BPEMS pU3NUECKOI HArpy3Kn?

Ha6mopanack nu korga-nu60 y Bawwero pe6eHka cunbHas cnaboctb, CBA3aHHAS
¢ pu3nuecKOi HArpy3KOM (He TaKas, KOK y APYruX aeten)?

Baw Bpay Kornu-nu6o HA3Ha4yan uccneaoBaHUs Ans OLeHKU COCTOSHUS cepala Bawlero

pe6enka?

Bawemy pe6eHky KOraa-nu6o ycTaHaBNMBANM AUATHO3 HEOGBSCHUMOTO NPUNAA0YHOTO
PACCTPOICTBA MAYM ACTMBI PU3UYECKOTO YCUAUSI, HE KOHTPONMPYEMON NEKAPCTBEHHBIMM

npenaparamu?

CemeliHblVi AHAOMHE3

B Bawiei cembe ecTb POACTBEHHNKM, YMEpLUMe OT BHE3ANHON HEOXXMAAHHO! HEO6BACHUMOM
cmepTH B Bo3pacte A0 50 net (B TOM 4MCnie OT CMHAPOMA BHE3AMHOM CMepPTH MIGAEHLEB,
GBTOKATACTPOGbI, YTONAEHUS U AP.) NN BbDKMBLUME NOCNE YAYLLbS, BbI3BAHHOTO

norpy)xeHuem B Bogy?

B BaLuet cembe ecTb POACTBEHHUKM, yMepLUMe BHE3AMHO OT Npo6iem ¢ cepALem B Bo3pacte

or 50 ner?

B Baweit cembe ectb POACTBEHHUKHU, CTpapaioLue HEeo6BbACHUMON notepeﬁ CO3HUHMUA UNKU

npunaakamu?

B Bawei cembe ecTb POACTBEHHNKM, MMEIOLLME NI060E U3 CepyIOLNX COCTOSHMIA:

- runepTpoduyeckas KapAUOMUONATHS;
- AMNATALUOHHAS KAPAMOMMONATHS;

— CUHAPOM ANUHHOTO UHTepBana QT;

— CUHAPOM KOPOTKOro MHTepBand QT;

- cunppom Bpyrapa;

— KarexosaMuHepruyeckas XXeayaouykosas TaXukapaus;
— GPUTMOreHHas NPABOXKeJSTyA0UKOBAA KapaMoMUuonarus;

- cuiapom Mapdana (paspeie aoprbl);
- uHdapkT mMokappaa B Bospacre ao 50 ner;

— BOAUTENIb PUTMA MIM UMNNIAHTUPOBAHHbIN Aedubpunnsrop;

— BPOXAEHHUS rnyxora

Moxanyiicra, 06bsicHUTe NoApo6Hee Bce OTBETHI «AAN:

Mopnuck poautens:
Moanucb Bpaua:

Aara:

MamsaTka Bpavy: saaaBaiiTe 3TM BONPOCHI (MK NPOCUTE poauTeneii 3anonHuTL Gopmy) NnepuoAUYECKU BO BPEMS
NpoQUNAKTUYECKNX BU3UTOB (B TOM YKCIIe B NEPUOJ, HOBOPOXXAEHHOCTH, Nepes, NoCeLeHNEM OLIKONbHBIX
YUPEXAEHMIA U LLKONbI, @ TAK)KE Nepep NoCTynneHuem v Bo Bpems yuebbl B BbICLUMX yue6HbIX 3aBefieHunsX).

Glover u coast. (1998) mokaszanu, 4yTo B
35% 1TaToB IOIYCKAETCsI, YTOOBI CKPU-
HUHT ITPOBOAWI YEJIOBEK, HE SBJISIOIIMI-
CsI BpauoM.

AMepuKaHCcKas accouMalius cepaiia
paspaborana 12-KOMITOHETHBIE pEKO-
MEHIALMWW IJisI CKPUHUHTA CIIOPTCME-
HOB, YYaCTBYIOIIMX B COPEBHOBaHUIX
(Maron et al., 2007). ¥ nereii u moapocT-
KOB, 3aHMMAIOILINXCSI CTIOPTOM, B HACTO-
siee BpeMs IUPOKO UCIIOIb3yeTCs ele
OJlHA TTpoTrpaMMa CKpUHMHTA — COBMECT-
HbIe peKOMEHOALMM AMEPUKAHCKOM
aKaJgeMUM MeauaTpuu U TSTH IPYTUX Op-
raHu3aluii, MocjenHuii pa3 OOHOBJIEH-
Heie B 2010 . CneayeT OTMETUTD, UTO 3TU
U Apyrue nporpaMMbl CKpMHUHTIA CIIOPT-
CMEHOB HE TPOXOAWJIM BaludAlIMIO, Of-
HaKO MPUMEHSIIOTCSI B KauyecTBe Oasuc-
HBIX JUISI pa3pabOTKu 0o0Jee CIOXKHBIX
CKPUHUHIOBBIX Mogmeneit. CooTBeT-
CTBEHHO, YYBCTBUTEJbHOCTb WM CICLM-
(UYHOCTH CKPUHMHIA B OTHOLICHUU
pUCKa BHE3AaIHOM KapaMaJIbHOU CMEPTU
HE YCTaHOBJICHBI.

[To MHEeHMIO 9KCTIEPTOB, CPEAU MHOTO-
YUCJAEHHBIX TPU3HAKOB U CUMIITOMOB,
YKa3bIBAIOIIMX Ha TOBBIIMICHHBI PHUCK
BOC, nHaubGosee TIpoO3HBIMU SIBJISIIOTCS
MOJIOKUTEbHBIE OTBETHI Ha JII0OOH U3
CJICITYIOIINX YEThIPEX BOIMPOCOB:

1. ¥ Bac xorna-nu6o HabIOJATNCH He-
OXHUAaHHAsl M HEOOBbSICHMMAs CUJIbHAs
¢1a00CThb, TTOTEePsI COZHAHMS WM TIpUTIa-
JIOK, B YaCTHOCTH BO BpeMsI (PU3UIECKMX
Harpy30K WIM B OTBET Ha 3BYKOBbBIC TPUT-
repbl, TakKue Kak 3BOHOK B IIBEpb, 3BYK
OyIMIbHUKA WU 3BOHSIINI TesehoH?

-

2. Bbl Korma-nmnbo orMeyanu 0oib B
TPYIY WU OJBIIIKY, CBI3aHHbIE ¢ (pusm-
YeCKMMU Harpyskamu?

3. ¥V Bac ecTb pOACTBEHHUKU, YMEPILIUE
OT BHE3aIlHOl HEOOBSICHUMON HEOXU-
JAaHHOI cMepTu B Bo3pacTte 10 50 ner?

4. Y Bac eCcTh pOACTBEHHUKMU, KOTOPBIM
ObLT YCTaHOBJIEH AMArHo3 3a0o0JeBaHMS
cepjla, mpeapaciionaraloiero K BHe3ar-
HOI CMepTH, TaKO# KakK rureprpoduyec-
Kasg KapAMOMUOIIATHsI, CUHAPOM JJIMH-
Horo uHtepBana QT, cunapom bpyraga
uT a.? (cM. Tabm. 1).

[Tpu nogo3peHUn Ha HATMYKE WU AU~
arHOCTHUPOBAHUM JII0OOTO 3a00JeBaHUS
M3 TIPEICTaBJICHHBIX B TaOauie 1 maim-
€HTa HeOOXOIMMO HAIMPABUTh K IETCKOMY
WA B3POCJIOMY KapAuoJIOry JIMOO apuT-
MOJIOTY C OTIBITOM BEIE€HUS TOTO COCTOSI-
HUSI, TIPEpacIioiaralpIiero K moBbIIIeH-
Homy pucky BOC, kotopoe Obl10 0OHAa-
PYXEHO Yy TIallMeHTa.

Elue onHoii BaxkHOI TTpo0IeMoii ¢ ToY-
KJA 3peHUsT BPEMEHHBIX U (DUHAHCOBBIX
3aTpaT U COOTHOLIEHUS «CTOMMOCTb-3¢h-
(beKTUBHOCTb» SIBJISIETCSI AeTajlbHash W
TOYHasl OILIEHKa KapIUOBACKYJISPHOTO
pUCKa B YCJIOBUSIX MEPBUYHON MEIMII-
HCKoli moMoinu. B HacTosiiee Bpems
9TOT MPOLIECC MPAKTUIECKU HE TTOMIEKUT
peuMOypcaluyi U He SBISIETCS MPUOPH-
TETHBIM B KJIMHUYecKoi mpakTuke CIIIA.

Crmcok nuTepaTypbl HOXOAMTCS B PEAAKLMAM.
Pediatrics 2012; 129 (4): e1094-e1102
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