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Kapavonornyeckme acnekrbl
pecnupaTtopHo-adPeKTUBHbIX

nPUCTYNoB u puck BCC”

Makapoe JI.M., Komoasmoea B.H.

PecniuparopHo-addexktuBnbie npuctynsl (PAIT), kox mo MKB-10 R06, Bo
10T Y IETel MEePBBIX JIET XXKU3HU U XapaKTepu3yIoTCsl BHE3aIHOM OCTAHOBKOM JIbD
4acTo ¢ MoTepeit cosHanusi, nHoraa cynoporamu. PAIl passuaercst Ha (hoHe Heral
HBIX peakiiuii, pebeHka, rHeBa, miaua. B veBponoruu PAIT oTHOCATCS K pasp.

COJTIOTHO COBIANAET C YACTOTOM MIPUCTYIOB ITOTEPU CO3HAHMS Y JAETEl IIIKOJIHHOTO B
pacTa o IaHHbIM poccuiickoro uccnemnoanust SITU30/ [6]. I

CooTHoureHne MainbdukoB u geBouek ¢ PATI 3:1 [7]. [TonmoxXuTeabHBINA CeME
HBII aHaMHe3 TpucyTcTByeT v 23—38% nereit ¢ PAII, npenrnoiaraeTcst ayTOCOME
JIOMUHAHTHBIN TUIT HACIEI0BAaHUs C TTOHMKEHHOM MEHEeTPAaHTHOCTDIO [8]. TUMHYE
BO3PACT Hayaja MPUCTYIOB cocTaBiseT oT 6 10 18 mecsuesn [9]. Menee 10% Hay L
I0TCSI B 2 TOJIA, YacTOTa MPUCTYIIOB MOXET BapbUPOBATHCS OT €XEeIHEBHBIX 10 O

OyayT UMETh TOJIHOE pa3peleHue, a K 8 roqaMu MPUCTYTIbI, KaK IPaBUIIO, MPEKE
mwawTes [11, 12].

B 3aBUCMMOCTM OT PeaKiIMu KOXHBIX MOKPOBOB paznudaioT PAIT cuHero u 6
Horo tuna. Huanornyeckue snusonst (PAIT cunero tumna) ssnsiores 6ojee pacnp
CTpaHeHHBIMHU ¥ HabmonaoTes B 54—62%, Torma kak PATT 6ieqHOrO TUIIA M CMETIH

IOTCSI SMOIIMOHAILHBIMU CTUMYJIaMU (THEB, HEIOBOJLCTBO MJIM pa3odyapoBaHKe), KOT
poe BBI3LIBAIOT Y pebeHKa SHEPTUUHBIN IIad, MepeXoasiinii K pe3KoMYy BIOXY M BE
3aIHOM 3a/IepXKKe MbIXaHUsI Ha HEKOTOPBI CPOK. DTO COMPOBOXKIAETCS OBICTPHIM Hi
YaJIOM LIMaHO3a U MOXKET pa3pelIuThCsl B MOMEHT BO3BPALIEHUS K OOBIMHOMY JTbIXaH
[13]. PAII 6rexHoro TUma, ¢ Apyroi CTOPOHBI, OOBIYHO MPOBOLKUPYIOTCS BHE3ATIHEL
WCITYTOM MJIM O0JIbIO, MaleHWe MM He3HAaYMTe/IbHAasi TPaBMa YacTo SIBJISIIOTCSI MTYCK
BBIM (PaKTOPOM, peOEHOK MOXKET 3a0XHYThCSI WJIM 3aIllakaTh, 3aTeM CTAHOBUTCS T
XUii, OJIEAHBINA U TEPSIET COZHAHME.

Nmenno nipu PATI 61eqHOro THMa yamie perucTpupyoTes IUIMTEIbHbIE aCUCTO
pUTMa cepilia, BOSHUKHOBEHHE KOTOPBIX CBS3BIBAIOT C YCWJIEHBIM BIUSIHUEM OJTyXK
IOLLETO HEpBa Ha CUHYCOBBIN y3ei. [IpakTtnyecku y Bcex aeTeif ¢ O1eqHbIM Bapua

* Jlas yumupoeanus: Maxapoe JI.M., Komosrsmosa B.H. Kapouonroeuveckue acnexmsl pecnupamopm
aghgpexmuanbvix npucmynoe u puck BCC. U3: Maxapoe JI.M., Komoaamosa B.H. (ped). Bresannas cepdeds
cmepmy y demeil, ROOPocmKo6 u Mo200bix auy. — M.: Ul «Mednpaxmuka-M», 2021. C. 108—118.
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' 1ipy nipo6e AnrHepa Bo3HUKana acucronus 6osee 20 cex, uero He HabIIOAANOCH B
DOJILHOIL TpyIiNe, TIPK BBEACHUU aTponuHa 3ToT 3ddekT ucuesan [2].
1 orMeyanuch HeBPOJIOraMy BCerJa M HUKOTIA He BhI3LIBAIA TPEBOIM 3a XU3HB
a, TAK KaK 0OMOPOKHM BCEra CIIOHTAHHO pa3peliaanuch, Haxe MpH UTHTEeIbHBIX
‘ IX U armHo3 [2]. UMeHHO ¢ pa3BUTHEM COBPEMEHHOI TEXHUKH MOHUTOPHHIA
SHOTO PUTMa, PErUCTpalis JUTMTEIbHBIX ACUCTOIMI MOCTABUIIA Tepel Kapauoao-
2 OCHOBHBIX BoMpoca: uMeloT Ji oHu puck BC 1 HeoOxoauma il UM MMILIaHTa-
yauocTUMyJsiTopa. C TOYKM 3peHUsT TPAINLIIMOHHOTO apPUTMOJIOIMYECKOr0 MO~
W€ CUMITTOMHO# Opanukapauu, a TeM 00iee aCUCTONNM, ACCOLMHPOBAHHOM
epeli CO3HAHMS, SIBISIETCSI HECOMHEHHBIM MOKa3aHUEM K UMIUIAHTALIMH IEKTPO-
OC ngropa (DKC) s mpeaynpeXxneHus: BHe3aIrTHOW CMEPTH Y JAeTel ¢ HCTHH-
CHHIPOMOM cyiabocTu CMHYCOBOTO y3ia min AB Giiokanamu [14]. CoBpeMeHHBIE
T9SCKME BO3MOXHOCTHU TTO3BOJWIM YAYYIIUTh BhIsABIeHMe acuctommit npu PATL,
uich 6onee copepiieHHbie cuctemsl peructpauuu KT (xonreposckue, Reveal,
SOHUTOPUHT, N1aY-MOHUTOPHLI U T.J.), YTO elle Oojee cnocobCTBOBAIO aKTHBH3a-
MMIUTAHTALMM WHBAa3WBHBIX MPUOOPOB [15, 16]. TToHSATHO, YTO ISl KAPAHOXHPYP-
MpeAcTaBisieT MpobsieMbl yOeIUTh POAUTENEH, YTO PeOEHOK, TEPSAIONIHI CO3HA-
A (hoHE TaKUX JUTUTEJIBHBIX TIay3 putMa (puc. 1, 2), 4acTto B OBITY Ha3LIBAEMBIX
aM1 «OCTAHOBKAMM CepJlia», MMEeT BBICOKUI PUCK BHE3AITHO YMEPETh, M TOABKO
> CIACET €r0 OT HeM30eXHOM BHE3ANMHON CMEpPTH, a HEBPOJIOTH, NEAMaTPhl i JeT-
KapIMOoJIOTH YacTO HE TOTOBBI IMPEIOCTABUTh APIYMEHTHI, YTO B ATOM MpoLeaype
geobxonumocTt. S gymaro, YTO MHOTHE Bpauu, HE UMEIOIINE PEry/IsipHOrO OmnbIiTa
{0JIOTUYECKOTrO 00CIIeI0BAHUS ITUX JETEM, COTIACATCS C BTOU MBIC/BIO, OLIEHUB
, IPECTaBIEHHbIE HUXKE.
pumeHeHre DKC neiicTBUTEIbHO B psijie CIIy4aeB yIyuliago caMOuyyBCTBHE AETei
TeJIbHBIMU ACUCTOJIUSIMM, YMEHBIINJIO KOJIMIECTBO M IPOJIOJKUTEIBHOCTE 0OMO-
8 [17], HO cTanu perucTpUpOBATHCS TEXHUUYECKUE OCIIOXKHEHUS TIPU UMIUIAHTALINK
JIETei 3TOro BO3pacTa, a caMoe IVIaBHOe, OoJiee ITMTeNIbHBIE HAOMoneHHs He
BEPIMIIM TUIOXOTO TTPOTHO3a ecTecTBeHHOTro TeueHust PAII, ocrapiss pebeHka Ha
M3Hb C UMIIAHTUPOBAHHBIM B CEPJILIE MHOPOIHBIM YCTPOICTBOM.

1. Acuctonug 2605 mcek v cuHkone y pebexka 3,4 net BO BpeMs pecnupaTopHo-
SKTUBHOIMO NpUcTyna
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B knaccuueckoit pa6ore Southall et al. [18] mpu IIUTETHEHOM KaTAMHECTHYECKON
HabmoneHuH 3a 51 peberkom ¢ PAII, yeTBepo aeteit BHe3anmHo noru6iu. OIHaKoO, Ba
BCeX ciydasix y 9Ttux aereit He PATI Gbin mpuyuHON eMepTi — (I10CeonepaioHHbIH
TPaxXeOoNMUILEBOAHBIN CBUIL, Ky/a Momnajia TBEpAasi MUIIa MPU [IOTAHNY, BEPEeTeHOO0-
OpasHast AnuiATalMs BEPXHElt TPeTH MAIIeBOAA, GPOHXOMHEBMOHMS, MPOIPECCUPYIO-
11as 1epedpanbHas aTpodus, ITMOMa MO3ra, aHOMAJIUK PA3BUTUS YETIOCTHO-THIIEBOM
00J1aCTH «BOJIYBSI [1ACTH» ).

Muoronerhuit onbit HabmoneHus 3a 70 nersmu ¢ PATT Kopoctosuessim [I.]1. [2 [
TaKkKe He rokasain accouynnpoBanHocTu BC u PATL Y 35 neteii kataMHe3 GbUtn Ipociie-
XeH 1o 7—12 net xusHu. McenenoBanbl MEXaHU3MBI Pa3Iuuus] TIATOTEHE3a «CHHIX> H
«onenubix» PATI. UmenHO npu «6enmbix» Bapuantax PAIT 66Ut OTMeUeHbI HanboJIe:
JUTITE/TbHBIC aCUCTOJNH, 10 20 1 GoJiee CeKyH I POIOIDKUTEILHOCTBIO. OHAKO B MEPH-
ox HabmoneHus HUKTO 13 70 neTeil BHe3arHo He ymep. [TokasaTem MHTEUIEKTYATBHO
ncuxuyeckoro passutust gereit ¢ PAIT He oTMyanich OT KOHTPOILHON TPYIIITBI, YTE
JOKa3bIBACT, YTO JaXe YACThIE CUHKOTMAIbHbIE COCTOSIHWS W ACUCTOJIMU HE BIIUSIIOT Hi
(opMupoBaHNUe XPOHMYECKON TMITOKCHM MO3Ta pebeHka. Mbl Habmonamu 14 neteii ¢
pasBepHyToi KiinHuKoi PAIT u eme 13 ¢ mepeneceHHbiMu PATT B 1011KOTBHOM aHAM-
rese. Heobxonumoctn nmruiantanmn DKC He Bo3HMKAO, KaTAMHE3 Y BCeX ObLT 6J1a
TONPUATHBIM C UCUE3HOBEHUEM CUMIITOMOB K 6—7 roaaMm. i

OcHosoii Tepariu PAIT siBisiercst o6pasoBaHye poanTeseil, KOTopbie 10IKHBI GBITE
YBEPEHBI B NOOPOKAYECTBEHHON IIPUPOIE ITHX TIPUCTYIIOB U HOPMATLHOM TTOCTIE/IYIO
LIEM MHTEJUIEKTYaJIbHOM pa3BuTUm pedenka [19]. Ponurenn v BocnuTaTe M MOKHE
OBITh TIPOMHCTPYKTUPOBAHBI, YTO BO BPeMs Pa3BUTUS MPUCTYIA peGeHKa HeOOXOM
MO TOJIOXKHUTh FOPU30HTAIbHO, YTOOBI YMEHBILIUTD MEPUOM KUCIOPOIHOTO TOJI0MA

(GuuMTHOI aHemueit, HO MoxeT GbITh d(dekTuBHA U y neTeit 6e3 anemun |20, 21].
KOHTPOJIMPYEMBIX MCCIICAOBAHUSX OMUCHIBAET 3(PHEKTUBHOCTD IPUMEHEHUS MTPALe
Tama (Hootporuia) [22]. O6 sadppekTuBHocT Hpyrnx TAMK-3priuueckux mpernapa-
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Puc. 2. Acrctonusa 2212 mcek y peberka 2,5 neT 8o Bpems pecnupatopHo-abGekTyBHORO Npu
cTyna. lNepeg acucTonveii 0TMe4aeTcs Neproz, CYHYCOBOM Taxvkapaym Ha hoHe BO3BYXAeH:
CnoHTaHHOe BOCCTaHOB/IEHME pUTMA
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W [23—25]. Tem He MeHee, nMIuIaHTauus mocrosinHoro DKC Bece ele nepuoan-
& ucronb3yercst y nereit ¢ PATT [26], HeKOTOpBIE OTEYECTBEHHBIE NETCKUE apuT-
10rM pekoMeHaytoT naxe umruiantauuio KTy gereit ¢ PAIT u acucronueit 3 u 60-
cexkyHa [27]. OnHako, aHanuTHYeCKuit 0630p Sartori et al. [28], npoaHanM3upoBaB
wwonukannii 06 addexrusHocty ummaantauun SKC y nereit ¢ PAII nokasan, 4To,
1 mmruianTanus DKC cylecTBEHHO YMEHBILIAET [UIMTEIbHOCTh aCUCTOMNHN, HO BO-
4eM B 4eTBepTH ciydaeB (25,7%) COMpPOBOXIAETCS TEXHUUECKUMU TPoOIeMaMu
TOPOHBI caMuX arrapatoB U B 11,4% ciiyyaeB — MEIULIMHCKUMU OCIOKHEHHSAMU.
Bosiee, UTO B MJIA[IIEM IIKOJBHOM BO3pAacTe MPUCTYMbI MCUE3AI0OT MMOTHOCTHIO, U
BOIUTH KapIMOXMPYPrU4YeCKyIo OTIepalvio peOeHKY ¢ MOXU3HEHHOH UMTIUIaHTALIN-
iekTpoioB DK C Bpsia I MOXKHO CUMTATh COOMIOAEHUEM MPUHITUTIA «HE HaBPEI»
{ aDCONIIOTHOI TPAH3UTOPHOCTH MPUCTYIIOB Y MOJIHOM MCYE€3HOBEHWH 3a 3—4 rona
avasa rpucTymoB.
L TOYKM 3peHMs] COBPEMEHHBIX 3HAHUM O rpupoze u nporHose PAII, Ham kaxer-
ruanTanusg DKC y nereir ¢ PAIL, ecniu peub He unetT o0 UCTUHHOW 3JEKTPO-
IMOJIOTMYECKOM MAaTOJIOTUM Cepllla ¥ MPOBOISIIE CUCTEMBI Cep/lid, COBEPILeH-
HEOMPABIAHHOM, XOTS MMOHSATHO, YTO PEKOMEHIAIMY 110 UMTLIAHTALWH CO CTOPO-
Bpada MOTYT BCTPETUTH ONOOPEHUE Y PONUTENEH U IPYTUX WICHOB CeMby, Hamy-
§HBIX M YCTABIINX OT YACTBIX, KAK UM KaXeTCsl BeUHBIX, BHENIHE TIXKEIO0 MPOTeKa-
X rapokcusmMax y peberka. Ho HaCKoIbKO OnpaBiaHHO MMILIAHTHPOBATE MO-
HEHHO CHCTEMY ITOCTOSTHHOM 3JIEKTPOCTUMYJISIIUM pedenky 1—3 ner, nmpu rapaH-
HHOM MCUE3HOBEHUH HE XMU3HEYrpoxaroumx smmu30108 PAIT yepes Heckomb-
€T, JIaXe NPU OTCYTCTBMM BO3MOXHBIX OCIIOXHEHMM, CBA3aHHBIX C TEXHH4YECKON
)OHOM MMITIAaHTALIMU ¥ pPe-UMILIAHTAIIMK B 9TOM Bo3pacte? O4eBUIHO, 9TO 3TOT
POC OCTAeTCsI TIOKA Ha COBECTH Bpaya, MPpUHUMalonlero pemexue. Omnucannii ciy-
TIOC/IEYIONIETO YIaJeH!s 2JIeKTPOIOB y neTeit mocie npekpametns PATT vam
CTPETUIIOCH.
OHEYHO BaXHO C «BOJIOM M peOeHKa He BBITLUIECHYTh». HeCOMHEHHO, 4T0 U B 3TOM
JACTE MOTYT OBITH COCTOSIHUS, PeaJibHO TPeOyIolie WMILIAHTALMH MOCTOSHHOIO
C (BpoXIeHHBIE WK TproOpeTeHHBIE AB Griokanst 2—3 cTenesy, CHHIPOM ciabocT
YCOBOTO y311a U 1p.). B anddepeHnnansHoi [MarHOCTUKE STHX COCTOSHMI ¢ Kapan-
rHOUTOPHBIM BapuaHToM PAIT vMeeTcst psil KITMHUKO-3/1eKTPOKaPAHOrpadHuecKux
deHHOcTel. [Tpeskne Bcero, Bce Buabl UCTUHHBIX PATT mpoucxoaaT B AHEBHOE Bpe-
ganie Bcero, npu cpuaerensx. Pazsutue PAIl «cuHero» tuna oOGbYHO BO3HHKA-
a (honHe HeraTMBHBIX SMOLIMIL, PeOCHOK HAYMHACT IJIAKATh («3aXOAMTBCS»), 3aTeM
JloXe T1au OOpBIBAETCs, CTAHOBUTCS 0e33BYYHbIM, BO3ZHUKAET anHo3. MoxeT pas-
5Csi TOHMYECKOE HAIPsDKEeHWE MBI KOHEYHOCTe|. [lo pa3BuTHs armHo3 MpUCTYI
r1a MOXHO MPENOTBPATUTh, XJIOMHYB B Ja/10111, OOPBI3raB JULO pebeHKa BOIOM.
skonanbHbie PATT (vaie «6y1eIHOro» TUIIA) IMPOBOLIMPYIOTCS OOJIBIO, WK HCTTYTOM.
BKOIIE CITyJaeTCsl IOCTATOYHO OBICTPO, HEPEeIKO peOEHOK HE YCIIeBaeT JaXe rpoM-
AIulakaTh repej MoTepeil Co3HaHMs, pexe HaOIoaaeTesl TOHMYECKOe HanpsikeHne
un. [locne npucryna, Kak npaswio, cienyeT Auddy3Has MblliedHas THIIOTOHNS,
b, pexke — coH [2].
ipi cOOpe ceMeiHOro aHaMHe3a HeOOXOAMMO BBISICHUTD, ObLIM JIW B CEMbE CIIy4an
poMa BHe3armHou cmeptu mitaaeHieB (CBCM), BHe3aIHbIE CMEPTH Y MOJIOIBIX Wie-
CeMBIL. BaxHyio posib UrpaeT Kapaumosioruueckoe oocnenoBaHue. [lepBeivM genom
I0YAETCsT CTPYKTYPHAs I1aTOJOTHS cepaLia (BPOXKIECHHBIE ITOPOKY cepALa, Kapano-
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MUOIIaTUM, KAHAJIOIIATHH U T.JI1.), SJIEKTPOKAPIMNOJIOIMYECKOe 00CIeI0BAHNE 1AeT Ba
Hy10 MH(popMaLmio B 1 (HEepeHIIMPOBKE € KUZHEYTPOXKAIOIIMMY HapYIIEHUSIMU
Ma cepana. Ha DKI nokost BaxHo otieHuTh YCC B COOTBETCTBUM C BO3PACTHOM Hi
MO JaHHOrO pedeHKa. OTKIOHEHUS B CTOPOHY BBIPAXKEHHOM Opagukapauy (MK Hi
5% pacripeiesieHus1) MOXET ObITh THITMYHO KaK Ul HapyIIeHW (DyHKIIMN CUHYCO!
ro y3jia, Tak ¥ OIHUM M3 MPHU3HAKOB TAKOTO 'PO3HOTO 3a00JIeBaHus, KaK CUHIPOM
nuHeHHoro uHTepBaia QT (CYHUQT). O6s3aTe/IbHBIM SIBJISIETCSI TIPABUJIBHOE U3ME
Hue KoppuruposaHHoro nHrepBaia QT (QTc). ATunuuHbIe IS BO3pacTa OTKJIOHE
9JIEKTPUUYECKOI OCH ceplua, yuimHeHue uHTepBasa PR MoryT ObITh MpOsIBICHIS
Pa3BMBAIOIIMXCSI HAPYIIEHWI TTPOBOIMMOCTH. Bce 3aperucTprpoBaHHbIe HAp -
puTMa cepiia TpeOyIoT aHain3a ¢ TOYKU 3PEHMS ITPOTHO3a M PUCKA KU3HEOTIACE
APUTMUIA, [UISI Y€ro HeOOXOAMMO ITPOBEICHUE XOJTEPOBCKOTO MOHUTOPUPOBAHMS.
JeTeil U3 rpymibl ¢ ceMeiHbpIM aHamHe3oM CBCM, CYUQT, ciabocThio CUHYCORB
y3Ja OyayT TUITUYHE D0Jiee HU3KUE, YeM MpU Bo3pacTHOi HopMe 3HaueHuss YCC,
HUKHOBeHUEe Hauboee MIUTEIbHBIX TTay3 PUTMa B HOYHOE BpeMsi, a JIIs IeTel ¢
0oJiee TUMUYIHA CKIIOHHOCTh K TAXMKAPIUM, ¢ BEICOKMMHU 3HaueHUussMu YCC cuny

CYTCTBUE 3HAYUMBIX I1ay3 pUTMa HOYbIO.
Hab6monas vammx geteit ¢ PAIT, MbI BBIIETWIN «KITMHUKO-3JIEKTPOKAPIUOTrpahuIeck
narrepH PAII y neTeit 101MKOIEHOTO BO3pACTa», BKIIOYAIOLINN: HAPACHM AUy CUH))

uuu pebenxa, enezanto oopoiearouwiascs bpaduxapouel u/uiu acucmoauei ¢ 06MoOpPOKOA
peskoii baednocmoro (6aedusui mun) (puc. 3, 4).
Knouebivu ormunsivu acucroaun npu PAIL ot cunzapoma ¢1abocTi CHHYCOBOTO ¥

HapacTalouieli CHHYCOBOH TAXUKAPIMM U NCHXO0-3MOLMOHAIBHOTO BO30YXKIeHus; 3) Bl
J1a 3aBepIiaeTcsi COHTAHHBIM BOCCTAHOBJIeHHEM; 4) He IPUBOJUT K OCTAHOBKE KPOBOOD]
LeHUs U BHE3ANMHOH CMEepPTH. y
DT U3MEHEHMsI MOXHO OIPEE/IUTh, KaK Kapauonornueckuii marrepn PATL, Ki
TaMHe3 jaeTeid, ctpanaoumx PAIT B mepBbie Toabl XKU3HU, JOCTATOYHO O1arornpusTHE
B IUTaHE Pa3BUTHS KU3HEYTPOXAIOIINX COCTOSTHUM. X0t y 60—75% nereit MOXeT p
BUTBCS aCTEHUYECKHi cuHIpoM, 10—15% nereit cTpanaior UCTepUIECKUMU HEBPO3aN

Puc. 3. Tunu4HbIA «KNMHUKO-anekTpokapavorpaduyeckuini natrepH PAlM» ¢ acuctonvein y pe
6eHka 2,3 NeT Npu XONTEPOBCKOM MOHUTOPMpOBaHMU. Ha ¢oHe HapacTaloLLen CUHYCOBOWA 1
XVKapavv U YCUNEHWS HEraTUBHOM 9MOLIMOHANBHOM peakumnn pebeHka, NpoUCXOAUT BHE3arH;
0OCTaHOBKa CUHYCOBOI0 y3J/1a C aCUCTONVEN (B NPAMOYrosIbHUKE) C 0OMOPOKOM 1 MNOCEAYIOLLL
CNOHTaHHbLIM BOCCTAHOBMIEHUEM PUTMA
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N flara: 20.12.2018 Bpemn: 20:31:34  Orsepenua: V2, V6; aVF;

. TUNW4HBIA «KNMMHUKO-3nekTpokapanorpaduyieckuii nattepH PAl» ¢ acuctonueii y pe-
.8 Mec. npu XONTepPOBCKOM MOHUTOpUpOBaHuKn. B nepuop 6oapcTeosanus 8 20:31 Ha
apacraloLlein HeraTMBHON peakuun otmeyaetcs nogbem YCC go 150 ya/mMuH ¢ BHe3an-

Y301 pUTMa 0,0 5 CeK, CUHKOMEe 1 NOCNeayiowmnM CNoHTaHHbIM BOCCTAHOBIEHUEM PUTMA

eHusIMU cHa, 10 10% pedieKTopHBIMU 0OMOPOKAMM Y MUTPEHSAMM. Y GOIBHBIX
nicueit PAIT B anamHese umenu Beero 2,4% nereii [2].
CTATOYHO IJIMTEJbHBIE TUCKYCCUM KapAUOJOTOB, HEBPOJOrOB, MEAUaTpPOB
X CIELMANMCTOB, 331 CTBOBAHHBIX B 00JaCTH U3YYEHMsI TIPUCTYIIOB 110~
3HAHUS, TIPUBEJIM K BKJIIOUEHMIO KaK «CMHUX», TaK U «Onenabix» PAII B
1 crietMuueckux s aeTeit HelipoMeaMaTopHbIX (pedIeKTOPHBIX) CHHKO-
|. B EBponeiicKoM pyKOBOJCTBE 10 BEJEHMIO GOJIBHBIX ¢ CMHKOIMNE OTME-
[28], uTo daxce npu naruwuu daumensroii acucmonuu y demeii caedyem u3zbe-
naanmayuu DKC uz-3a omnocumenvbHo mpaH3umopHo2o u 000poKa1ecmaeen -
NO2HO3a CUHOpOMA.
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CvHapom yayimHeHHOro uitepsana Q
Maxkapos JI.M., Komonsimosa B.H., Kuceresa U. ., Axonan A.T.

OTHOCHUTEILHO HEJIaBHO B KapIMOJIOTUM BBIJEIWIACH IpyIina 3a00jie BAHKH
KJIMHUKO-2JIEKTPOKAPAUOTPA(UIECKUX CUMHIPOMOB, COTPSIKEHHBIX C BHICOKHA
CKOM pa3BUTUSI ONACHBIX st Xu3HU aputMuii 1 BCC y 1M1l MOJIOZOro BO3pacs
9TU 3a00/1€BAHUA CErOHS 0OBEIMHEHDBI B MOHATUE «KAHAJONATUM» VI «[IEPBH
2NIEKTpUYECKUe OOJIE3HH Cepalia», TaK KaK B OCHOBE MX MATOreHe3a JIeKaT MOJICKYJIS
reHeTUYECKIE aHOMAIMY PETYJISILIMU MOHHBIX KaHAJIOB Kapauomuonura (puc. 1)
OTMETHUTb, UTO K «KaHAJIOMATHIM» OTHOCIT U MHOTHE JIpyrue 3a00jeBaHus He TO
CepAEYHO — COCYNMCTON CUCTEMBI, HO U IPYIUX CUCTEM — HEPBHOW, SHIOKPUHE
T.1. HO B KOHTEKCTE JTaHHOTO M3AaHUsI Mbl Oy/IeM MCIOJIb30BaTh TEPMUH «KaHa:
TUW» Yy OOJIBHBIX 0€3 04EBUIHBIX MOP(HOTOTMUECKUX USMEHEHUIT CepIIia ¢ PUCKON
BUTHSI KU3HEYTPOXAIOIIMX CEPACYHBIX apUTMKiA. B HacTosiiiee BpeMsi K TAKUM K
JIONaTUsIM OTHOCSIT Cleaytolue 3a001eBaHus U CUHIPOMBI:

. Cunnpom ynaunenHoro nnutepsaia QT (CYUQT);

. Cunnpom bpyrana (CB);

. Karexonmamunepruueckas xemynoukonas Taxukapaus (KXKT);

. Cunnpom kopotkoro uarepsaia QT (CKUQT);

. Unnonatnueckast hnbpusiiys xemynoukoB (MDXK);

. IIporpeccupyronue 3abosaeBaHus mpoBoasieii cucremsr cepaua (I3I1C
. ..M PSII IPYTUX MEHEE, 4acTO BCTPEYAIOIIUXCS COCTOSTHUIA.

MouiekysipHOTEHETUUECKIME MCCIIEIOBAHMS, TIPOBEICHHBIC Y BHE3AITHO MTOTHE
MOJIOAIBIX JiMLL 03 CTPYKTYPHOI'O WJIM BOCHATIMTEIBHOIO MOPakeHsT MUOKapaa i
ceMbsix [1, 2], moKa3aay B MOJIOBUHE CIIyJyaeB HAJMYKUE MyTALMI, TUITHYHBIX IS
HaJIOMATUI ¢ BHICOKUM PUCKOM DA3BUTHS KU3HEYTPOXAIOIIMX apuUT™Muii. B 3aB
MOCTH OT YPOBHSI M XapakTepa MOPaKE€HUs MOHHBIX KAHAJIOB BAPbUPYETCS KJIHH
aJIeKTpoKapauorpacduieckas Kap-
THHA, OCHOBAHHAsI HA BBIIECICHUN
Beayuiero aedexkra MOHHBIX Ka-
HanoB. [TonpoGHO reHeTHYeCKue

N B W —

Puc. 1. KoHpurypaumsa oCHOBHbIX .
VOHHbIX KaHaslbl KapAnoMmUoLmTa, Ko- Lorly
OVIPYIOLLMX X 6EJIKOB 1 UX CBA3b C Mo- I (Inward roctiion)
TEHUMANIoOM AeNCTBUS KapavOMUOLM-
Ta (MoguduumposarHo n3 Conrath &

Opthof 2006 n Rosen 2002) Vipmater

E
i

i
l

* Jls yumuposanusn: Maxapoe JI.M., Komoasimosa B.H., Kuceneea H.H., Axonsn A.T. Cundpom yoauwne
unmepsana QT. Hz: Makapos JI.M., Komoasmosa B.H. (ped). Buesannas cepdeunas cmepms y deme i,
pocmio8 u moaodsix auy. — M.: HII «Mednpakmuka-M», 2021. C. 222—246.
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BPOXIEHHBIX M HAC/IEJACTBEHHbBIX KaHAJIOMATHi ONMcaHbl B [JiaBe 3aTeim-
Jd.A. u Koponesoit O.C. HacTosiuiero usnanusi. B nanHoM pasaenie Mbl Gonbiie

0ATHO, TIEPBOE OMUCAHUE KIIMHUYECKON KapTUHbI CMHAPOMA YUTUHEHHOTO MH-
1a QT (CYUQT) B noanexrpoxkapauorpaduyeckyio spy otHocutes K 1856 romy,
s Meissner orry01MKoBa ciiydail HabIIoIeH)s 3 JIeBOYKOM C BPOKIAEHHOMH IIVX0-

JIEBOYKM YMEDJIM paHee BHE3aMmHO, Ha (DOHE SIMOLIMOHATBHOIO CTpecca. JIAeKTpO-
orpacpuueckyio kaptuny CYUQT Brepsbie nan B 1953 roay Moller, BuisiBUBIIHIT
I’ y ManbumMKa, CTPagaroniero BPOXIEHHOW IIIyXOTOM W YacThIMM CHHKOMAMM,

HLIAJIbHO IEPBBIMU «POIUTENISIMU» CUHIAPOMA, AaBIIMMU EMY CBOM MMEHA, cTa-

gexxckue Bpauu A. Jervel u F. Lange-Nielsen [3] u3 HeGobIIOr0 HOPBEXCKO-
ponka Tonsberg, onucabiuve B 1957 roay ceMblo, B KOTOPO# ObIIO 6 AeTeil, 9eT-
{3 HUX CTpafiaJii BPOXKIEHHON HEHPOCEHCOPHOM TIyXoToi. Bee aeTH ¢ rayxoroii
A1 TIPUCTYTIAMU TIOTEPU CO3HAHUSI, TPOE M3 HUX B JaJIbHEHIIIeM BHE3aIMHO yMep-
so3pacre 4, 5 1 9 er. Ha BCKpbITUM He OBLIO BHISIBICHO HaHHBIX 33 CTPYKTYDHOE
DraHUYeCcKOe MOpaKeHUe ceplia, HO Ha NMPYKU3HeHHO cHAThIX KT v Beex nmo-
4X eTeli aBTOpbI BIIEPBbIE OTMETU/IM U OIMCAIM BBIPAXEHHOE YIUITMHEHWE HH-
a QT. Huxe npencrasisgeM Hail ciydyail HaOMIONeHUs OOJBbHOI ¢ CHHAPOMOM
Lange-Nielsen.

Hesoura 4 1em, cmpadarowias 6poNCOCHHOIL HELPOCEHCOPHOIL 2AYXOMOiL, ROCTIYIL-
28 00uH u3 uncmumymos Mockebl, 20moguaach kK KOXAeapHol umnianmauui. Ka-
5 Ha 00MOpOKU Mamb U 6abyuwiKa no AUHUU omya He npedsseasiu. Pykosodumeis
moena GYHKYUOHANbHOU QUACHOCMUKYU 00H020 U3 MOCKOGCKUX UHCMUMYIMOE 00pa-
1 gHumanue Ha anomanviyro IKI u nanpasun peoenka ¢ IICCCA @PMBA Poccuu
7 00caedosanus. DK pebenka npedcmasnena nuxce (puc. 2).
[Ipu 6onee nodpodHom chope cemeliH0e0 AHAMHE3a BbISICHUAOCH, YO Y 0C804KYU GHe~
1HO yMep 0505 no aunuu mamepu 6 33 200a (o6cmosmenscmea Heuszeecmint). Bra-
e Mama ompuyana Haaudue y 0eGO4KU CUHKONe, Xomsl, K020a ee No8MopHO onpa-
U 8 OMCymcmeu CeeKposU, OHA NPUSHANACH, IO NOMePU CO3HAHUA Y Je8oH~
‘ 6bmu, npocmo OHa ONAcanach, YMo C8eKPosb ee 00GUHUM 8 NAOXOM NPUCMOMpE
 pebenkom. Takue ncuxonoeuueckue ocobeHHoOCMU 00B0AbHO YACHO 8CHIPEHAROM -
2 8 9MOM KOHMuUHeeHme 00AbHbIX, HOIMOMY AHAMHE3 HA00 COOUPams MuameisHo
HOBMOPHO K HeMY 8038pauiamucs. JJonosnumensHsie Memoobl Uccared08aHus noKa-
viu eunepadanmauuro unmepeana QT npu XM u evicoxuil ypoéers MUKPOBOALIMHOU
smeprayuu T 6onrnsl (makcumanvho 79 mxB npu nopme y demeii do 55 miB) [4].
yKe Obln nocmaenen duaenos «cunopom Jervel — Lange-Nielsen (nacaedcmeer-
&l cunopom yoaunénnoeo unmepsanra QT, cunkonasvras gopma, epoxcoerHas
2UPOCCHCOPHASL MY20YX0CMb), HA3HA4eHbl Gema-010Kamopsl u UMHAGHINUPOBAH
duosepmep-0euopurtamop.

2 puc. 3 npencrasieHa DKI emie onHo# 00sbHOI ¢ cuHapomoMm Jervell — Lange-
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Puc. 2. 9K 6onbHOM 4 r., ¢ aMarHo3om cuHapom Jervel — Lange-Nielsen (JLN), 6paame
¢ 4YCC 62-80 ya/muH. 3HauntensHoe yanuHeHne nHtepsana QTc no 643-586 mc npu H
440-460 mc (QTc=QT/VRR). BbipaxkeHHble HapyLLeHWs MpoLecca pernonspuaaumnm
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BosbHas 10 net ¢ cuHapomom Jervell — Lange-Nielsen. OcoBenHocTtv 3KI: yanuHeHue
na QT no 500-490 mc, QTc ao 697 mc, otpuuaTensHeie T 3yBLb!

JIbHEIIeM UTaIbsHCKUI U upnaHackuii Bpaun C. Romano [5] u O. Ward [6],
cTBeHHO B 1963 1 1964 ronax, onucanu GpopMbl ciHApoMa 6e3 riyxotel. B 70-x
BeKa, Ha (hOHE 3HAUUTEIHHBIX YCIIEXOB MOJIEKY/ISIPHO-TEHETHYECKHUX METOLOB
)BaHUSI, KPOME JIByX OCHOBHBIX BPOXIEHHBIX (hopm — 6e3 miyxorsl (Romano-
¢ rimyxotoii (Jervell — Lange-Nielsen), BoIABIEHO MHOXKECTBO FeHETHIECKMX Ba-
OB, UMEIOLIMX PA3IMYHBIN MATOTeHe3, KIMHUYECKYIO KAPTUHY M COOTBETCTBEH-
€ TIyTU ONTUMAJIbHOTO JieueHus. B HacTosiee BpeMsi yxe onpeneieHo 17
PHO-TEHETUYECKUX BAPUAHTOB, MPUBOSILIMX K 3200JIEBAHIIO (KOTOPBIE 060~
51 00buHO Kak LQT 1, LQT2 u 1.14.), BBISIBJIEHBI COTHUA MYTAlLWif, HO OYEBHI-
| 9TO €11e HE OKOHYATENIbHbIE LIU(PbI, MHOTUE PEaTbHO OONbHBIE TeHOTHTIHEA~
'HO UMEIOT Takoi ke Bhicokuit puck BCC, KaK U reHONO3UTUBHEIE OOIbHBIE.
1€ MJIM CMEPTh HACTYTIaeT OT BHE3aIHO BO3HUKIIEH MOJIMMOPMHOI BEpeTeHOO-
i JKEJTYI0UKOBOI TaXMKapauu Tiia nupyst win Torsade de Pointes — TdP. ne-
1ieit B 0cTaHOBKY cepaua (puc. 4).
pHO, yro npu CYUQT, Kak cOOCTBEHHO U B LIEJIOM Y [€Tei, OCTAHOBKA Cepii-
MCTOJIMSI TTOCJIE XKEIYI0YKOBOW TaXMKapAUK HAYMHAETCS MUHYS CTATNIO (i~

Heart Rate: IWI

3 '; Al e ! LA A 67%6%8%&%8573 562281 45&‘2’5\/.&25 !

Hayano n okoH4aHne NonMMophHO Xenyao4KoBOM Taxnkapaum «nupyat» (Torsades de
— TdP), nepexogsiuas B octaHOBKY cepaua (ctpenka) y 15 netHein 6onbHoi ¢ CYUQT



338 YAcTtb 4. KAHANONATUM M APUTMMYECKME CUHA

cepaua c pucKomMm BHe3arnHom cmepTy

- *
y neten
Maxkapos JI.M., Komoasmosa B.H.

OHUM 13 3HAYMMBIX PA3IeJIOB BPOXKIECHHBIX U HACJIEACTBEHHBIX aDUTMOI€HHEI
HaJIONATHI SBJISIIOTCS 3a00JeBaHUsI C TIPOrPECCUPYIOIIMM MTOPAKEHUEM [TPOBOAS
cucreMsl cepaua (IN3ITCC). Obinee cornanieHe BeAYLIUX MUPOBBIX CITeIIMAIACTE
JIMATHOCTUKE JaHHBIX 3a001eBanuii riacut, uto «/13/1CC duaznocmupyomes npu &
YUl HeOBBACHUMbIX NPOSPECCUPYIOUUX AHOMAUL hposedeHUs Y Moa00bix (<50 aem) A
CIPYKMYPHO HOPMAALHBIM Cepouem 6 OMCYMCMEUU Molue4HbIX MUONAMULL, 0COOEHHO
ecmb cemetinan ucmopuy [13I1CC» [1]. PeansHO MOTHBINM HA00P YKa3aHHBIX TP
BCTPEYAETCS] HEYACTO M HEPEeaKO 3a00sIeBaHMsI OTIPEIesIsiioTCsl Kak OaHaabHbIe
PUTMUU C COOTBETCTBYIOLIUM ITPOTHO30M M JieueHueM. B 1aHHOI riiaBe MbI XOT
rokasartb onuH u3 peakux ciydaen [13T1CC B mennarpuyeckoii mpakTUKe.

MDMEA Poccum 6p11a Hanpabinena Onbra I1., 11 mec. (MMeHa y Bcex JeTeit M3MeHe
KoTopas mpuietesia B MOCKBY U3 CTOJMIILI OMHOTO U3 KPYITHBIX pernoHOB Jlais
BocToxka [uis poxoXaeHus 00cIeN0BaHUsI C LEIbIO YTOUHEHMSI 1MarHo3a U Mpor
HEOIIPEJIEJICHHOTO TTPY MPEIbIIYIINX UCCIIEI0BAHUSIX.

Anamues xu3Hu: JleBouka ot 2-ii 6epemeHHOCTH, ITpoTekaniueii ¢ OPBU B nig
MOJIOBUHE GEPEMEHHOCTH, 3-X CPOUYHBIX POIOB. PoIbl KecapeBbIM cedeHMEM. |
GepeMEeHHOCTh ¥ POJIBbI 3aKOHYMIACH POKIEHUEM IABYX IEBOUYEK, PA3HOSHLIEBBIX |
HELIOB, KOTOPBIE BHE3ATHO YMEP/IU B Bo3pacTte 4 u 5 j1eT (1mofpodHoe ON1caHue Hi
Bec Ounbru nipu poxaenuu 4750 rpamm, poct 58 cm. Ouenka no Anrap 8—9 o6a
ITeproa HOBOPOXIEHHOCTH ITpoTeKas 6e3 ocobeHHocTel. [1o 8 MecsLeB XKU3HH
JIbI BO3HUMKAJIM TIPUCTYIIBI GJIEHOCTH, BSUTOCTH. [1epBbIil IPUCTYIT — B BO3PACTE

3artHas BSUTOCTh (peGeHOK ObLI Ha pyKax), OOMSIKIIa, BHICTYTTWJI XOJIOAHBIN TOT, ¢
HME HE Tepsiyia, ObICTPO mpuiiia B ceds. JleBouka Oblia roCUTaIu3upoBaHa B |
BYIO OOJIbHUILY [IJIs1 00caemoBaHus. [luarnos npu soinucke: Bpoxnennas aucdys
KOpBI HAAIMOYeIHUKOB, [lepuHaTaaibHast MOCTTUITOKCUYECKU-UILIeMTYecKast IHE
JIOTIATHS, CUHAPOM BEr€TO-BUCIEPATBHBIX TUCHYHKIINM, TBUTATEIBHBIX HAPYIH
Tumomeranusi 1 cT. Bropuunasi nucruiactTuyeckast KapanornaTus — aHOMaJbHO P
JIOKEHHas XopAa B JIeBOM Xejyaodke. JluchyHkims OunnapHoi CUCTEMBI, €
xosecrasa. UMMyHonaTus (runmouMyHHorno0yauHemust A, G). AHeMUsT HOPMO
Hast, jgerkast opma. OCTpBIit pUHUAT.

Hasnauen kopred B 103e 15 Mr/mM2, KOTOpbIil OHa MoMyYaua B TEYEHUE 7 M
Bropoit mpucTyIt BO3HUK B Bo3pacte 7 MecsilieB, Ha (hoHe npuema kopreda u Te
OPBM c nuxopankoii 39°, Bo CHe, BO3HUKIIA OIBIIIKA, TAXUKAP/US, OIeIHOCTD KE
MOKPOBOB. TpeTnii MapoKCU3M — B BO3pacTe § MECsiLeB: 1oJI3Jia 1o Moy, yAap
«3aKaTWiIach», mobJieHe a, HO CO3HaHue He Tepsiia. PebeHka pe3ko BCTp

1E

* Jlns uumuposanua: Makapos JI.M., Komoasmosa B.H. Atrial standstill — pedkoe nopaxcenue cepoua &
enesantoil cmepmu y demeil. Mz: Maxapoe JI.M., Komoasmoea B.H. (ped). Buesannasn ceplevnas x
demeil, nodpocmkos u moa0dbix auy. — M.: HJ «Mednpaxmura-M», 2021, C, 338—349.
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eh, oHa OpICTPO IpUIILIa B ce0sl, Moclie TPHCTyna — 3acHyna. [pu obciaenoBaHum
POJIOTa, SMWJIETITOJIOTa — TATOJIOTUH BLIABIEHO HE ObLT0. [IeBouKa Obljia HATIpaB-
id Ha 00C/ieIoBaHKE B OTAEJIEHUE SHAOKPUHOIOTUM POoCCHITCKOM TeTCKON KIMHIM-

HUKax ¥ MTHCTUTYTaX I'. MockBbl. OGOOIIEHHBINA THATHO3 U3 JaHHBIX KIUHUK:
bIX 33 CTPYKTYPHBIE M OpPraHUYeCcKHe 3a00JIeBaHUsI CEplia HE BBISIBIEHBI, OTME-

ymepeHHasi 6panukapaus. B oqHoM u3 nHetutytoB, yautsisas BC cecrep, npen-
C u yuiiHenue nHtepsana QT (xots 3HaueHuns wHTepBana QTc cOOTBETCTBO-
I BO3pACTHOI HOpMe). B ¢BSA3M ¢ HESICHOM MPUPOIOI CUMITTOMATUKH, CEMETHBIM
MHE30M (cM. Huxe) Onbru I1. pekomennoBanm koHcyasrauuio B ICCCA ®MBA
LTSl YTOUHEHUS TUarHo3a.

bie o6¢cneposanus B LICCCA

Ipu koncynbranuu B LICCCA, y maTepy GbUT yTOUHEH CeMEHHbI aHAMHES, TIPOBe-
i dHAJTN3 BBIMTMCOK M PE3YJILTATOB 00CIe10BaHMSI TOTUOIIIUX CECTED, MPOBEIEHO COB-
oe oOcenoBaHue marepu u pebenka (puc. 1). B cemeitHom aHaMHe3e oTMeue-
"MEPTb [IBYX Pa3HOSAMLIEBLIX cecTep Om3He1oB AHHBI 1 Mapuu I1. B Bospacte 4,5
JieT (puc. 2). JleBouku ot 1-if 6epeMeHHOCTH, MPOTEKaBIlei Ha (hOHE JErKOro M-
3MO03a, KOJIBITMTA, YIpo3a IpepbIBaHUsI OepeMeHHOCTH Ha 12-i1 Hezese, MaToBO-
euyeHue ¢ 22 Hellesb), polibl Ha 36 Hezlelne KecapeBbiM ceueHneM. Bec mepBoit u3
, AHHBI Ipu poxxaeHun 2420 rpamm, BTOpoit, Mapun — 2370 rpamm. Ha | me-
€ KU3HM AHHA TIepeHecsa ITHEBMOHMIO, Mapust — oCcTphlii 6pOHXUT. B CBSI3M ¢ BBI-
SHHO¥M TUMOMeraiveil 2 creneHu, obenM cecTpam MpoBommIcs 10-1HEBHBIN Kype
MM TIPETHU30JI0HOM, 00€ HaXOAMIIUCH Ha yueTe Y HIoKpuHoora. K roay pazme-

Myca y 00eunX IeBOYEK HOPMaIN30BaIUCh. [IpUBUBKY MPOBOAMINCH B COOTBET-

= IPUCTYIIbI, KOTOPbIE MaMa OMMCHIBAET KaK «BHE3AIHbIN KPUK, 3aKaTbIBAHUE, 16TH
IBHO BBITMOAINCh, OTKUIBIBAIM TOJIOBY Ha3all, KPACHENH, HO CO3HAHUE HE TepsITi».
OIJa MPHUCTYITbl BO3HUKAIM BO BPEM CHA, HO IaXe MPU MPOOYXIESHIUM MOTIJIH HPO-
Thest 10 20—30 munyT. [lepuonnueckn Mama u 6abyiika oTMevanu cepalebue-

Bporaaman KpOmeRcran copaewn
acTva Wiphaper woopis MACTATONMOCTS
08-1 | 70 o ? 5 ?

B 24
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pb.beoonnmn. 20 (1S “fmwm hzo B kem  OPBAm2 oPBUN1 ap
Wepos 032 g romENor HOAOMNM  Necay 18.01.2009
nn 6 mocayoen e
Orcrasarm 8 passsmms ¥ gl
MMACHSCEON BOIPACTE

> 1. PopocnosHas cembyn Onbru M., 11 mec. (06bsCHEHNS B TEKCTE)
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ua He Moriu, K romy Xu3HU MPUCTYIIBI ITpEKpa-
Tuuck. [Tocie roga pociv U pa3BuBaIuCh HOP-
MaJIbHO, CUHKOTIE, IIPUCTYTIOB CepAeOneHus He
OTMeuaIoch. B ceMeiiHOM aHaMHe3e OTMeJaeT-
cs BHesarnHasi cmepTh (BC) mena mo muHum ma-
tepu B 70 et ot uH(bapkTa Muokapaa, badyuika
o JIMHUK MaTepu 31oposa. dpyrue ciyyan BC
B ceMbe MaMa pebeHka orpuiaet. PogocinoBHas
CeMbHM IpeacTaBieHa Ha puc. 1.

B ssuBape 2006 roma B Bo3pacte 4,5 ner
Amnna 1. 11a B A€TCKUIA LIEHTP pa3BUTHUS C Ma-
TepbIo, MpOoILIa HECKOJbKO IIAroB, yrnajuia u
nepecTaia abluath. PsoM okasanach apyras
MaMa-Bpay, KOTopasi HEMEIJIEHHO cTaja Mpo-
BOJIUTh PEAHUMALMOHHBIE MEPOTIPUATHS: HE-  Pyc. 2. CecTpbl 6MaHELI AHHE
MpsSIMOI Maccax cepliia, MCKYCCTBEHHOE JIbi-  pua [1., BHe3anHo nornbime B o
XaHue, GPUTANON «CKOPO# MOMOIIM», KoTo- B 45 15,5 net (obwsicHeHe B3
pasi mpuexaya yepe3 15 MuH, Oblia MpoBeAcHA
anexTpudecKas nedubprUIsIIMs cepilia, OIHAKO OXMBUTH JE€BOYKY HE YaJIOC
cIie cyneOHO-MeIMIIMHCKOTO BCKPHITHST OBUT IOCTABICH IMAarHO3 (U3 BBITTUCKH )
JIPOM BHE3AITHOM JIETCKOM CMepPTH, 00YCIOBICHHBI UMMYHOIEMULIMTHBIM COCTE
€M C HEIOCTATOYHOCTHIO KOPhI HAAMOYEYHUKOB (ITEPBUYHO-BTOPUUHBIM TUIIOK
LM3MOM) Ha (hOHE JIErKOTro TeYeHUsI PECTIMPATOPHO-BUPYCHON MHQMEKIIMMU».

B cBs3u ¢ BHe3anmHoi cMepThio cecTphl AHHBI, Mapuu 1. 6110 NpoBe/ieE
IJIEKCHOE TIeaMaTpUIecKoe 00CIeI0BaHNE B KPACBOI JETCKOW KIMHUYECKOU
te. Kimmunyeckuii 1uarno3 npu Beinucke: « MMMMyHoaeUIMTHOE COCTOSIHUE, B
HOE, YMEPEHHO BBIPaXKEHHAsI HEJI0CTATOYHOCTD T-KJIETOYHOTO 3B€HA UMMYHUTET
JINOTIATHSI BTOPHYHAsSI IUCMETA00IMUYECKAs C HapyLIeHueM puT™a (OpaauKapaus
cr. PesunyanpHas sHuedanoMuenonaTus (HatajabHasi TpaBMa ILIEHHOTO OTAE
HOYHMKA), CHHIPOM LIEPBUKAIBHOM NepudepruyecKoil HeI0CTaTOYHOCTU, CUHAP
MEPAKTUBHOCTH ¢ JebunintoM BHUMaHus. HesposornonobHoe cocrosHue. Audad
HeTokcuueckuii 300 1 ¢r. Bectubyaut. O. puHOGhapUHTUT».

JlaHHbIX 32 HAIMYKME KaKUX-JTM00 3a00J1eBaHUI C PUCKOM KU3HEYTPOXKAIOIIHX
SIHUI BBIABJIEHO He 0b110. CO CTOPOHBI cep/illa B MHOTOYMCIEHHBIX OCMOTPaX §
0JI0Ta, JEKTPO- U IXOKAPANOrpauIeCKrX UCCIISNIOBaHMIX OTMEYaIUCh TOJ
MaJIbHO PACITOJIOXKEHHAS XOP/a, OTKPHITOE OBAJIbHOE OKHO U «HECTIeU(DHYeck
TPYKETyI0YKOBasi G10Kama». Mbl He pa3 rOBOPU/IU, YTO TAKUE TEPMUHBI B OIl
DKI He peKOMEHIYIOTCS, T.K. pPa3MbIBAIOT BOZMOXHBII aHATOMUYECKUIA CyOCTpa:
MUH U €r0 KJIIMHUYECKOE 3HAUEHUE.

Yepes 8 mecsies nocie Beimucku (08.12.06 r.), B 17:45 Beuepom, B IETCK
Mapwusi, B COCTOSIHUM CHUJIBHOTO 3MOIIMOHAILHOTO BO30YyXIeHUs robexarna Has
MaTepu, KOTopasi TIpUILIa Ha POAUTE/IbcKoe cobpaHue. BocuTarenb ckase
JIEBOYKA CEJla 3a CTOJI M IOKa MIeT cobpaHue, rnmoyuTasa KHury. Mapus cena &
TUYECKU cpa3y IMOCHHEeNa, HEIIPOU3BOILHO UCTIPAXHUIACh, 0OMOYMIACH, U €]
IBIIIaTh. PeaHMMAIlMOHHBIE MEPOTIPUSITUS, HAYaThle Cpa3y XKe MPUOeKaBLLIHMM
TEJISIMH, OKa3aIuch HeahMEKTUBHBIMU, «CKOpasi» rpuexaia yepe3 30 MUHYT H &
TupoBana cMepth. Cyne6Ho-MennIMHCKMI quarHo3: «lenepainsoBannas PHK

o
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aexivs. Octpas MonMopraHHas HeOCTAaTOYHOCTD (HAAIOYeuHMKOBas, GyIn0ap-
TBOJIa rosioBHOro mosra), JIBC cunmpoM. BpoxaeHHbIe IUCIUIACTUYECKNE TKA-
2 TIOPOKM: IUCIUIA3Usl HAAIIOYEYHUKOB, TUMOMETAINsI, UMMYHOIE(MUIIUTHOE CO-

©». Ilocsie MHOTOUMCICHHBIX IKCIIEPTU3 U PACCIIeOBAHMIA Y MaTePH Ha pyKax
ach yactb DKI u xonuit KT nereii, KOTOpbIe MbI TOMBITAINCH PECTABPUPOBATD
3). Coxpanminacs DKI' Mapuu B 2 r 8 Mec., KoTopast MpeacrasieHa Huke (puc. 4).

i
iF
:
g

CC = 158 yn/muH: Hopma o Bo3dpacty 130 (103-161) ya/muH; PR = 120 mcek: Hopma
'C 111 (92-134), Hopma no Bo3spacty 118 (100-140); otknoHeHne 30C Bneso cocTasm-
3", Hopma o Boapacty [0 —17°; QT = 280 mcek, Hopma o YCC 287 (261-313), Hopma
pacty 284 (249-321); QTc = 422 mce, Hopma no YCC 416 (379-453), Hopma ro BO3-

150 ya/muH: Hopma rio Bospacty 130 (103-161) ya/muH; PR = 120 Mcek, HopMma /15 AaH-
'C 116 (99-140) mcek, Hopma rio Bo3pacty 118 (100-140) mcek; 30C QRS - 41°, Hopma
pacty (OT -17 go + 96°); QT = 260 mcek, Hopma 415 faHHow YCC 287 (261-313) mcex,
110 BO3pacTy 284 (249-321); QTc = 375 mcek, Hopma ans gaHHow YCC 416 (379-453)
Ropma o soapacty 419 (386-453) mcek

e o T e e
%_1- ,.\r,_lr ,4,_4/;4,\_:
i o o ol

SKI" Mapun M. 8 2 r 8 mec. V = 25 mm/cek. HopmaTtusHble napameTpsl cornacHo Lue H.
C = 112 yn/MuH: Hopma no BospacTty 105 (85-126) ya/muH; PR = 80 Mcek: HopMa ansi
14CC - 124 (98-154) mcek, Hopma o Bo3pacTy 126 (108 152); 30C QRS = - 63° npu
110 Bo3pacTty 19-96°; QT = 260 mcek, Hopma ans aadHon HCC 305 (277-328) mcek, Hop-
s03pacTy 318 (287- 350) mMcek; QTc = 375 mcek, Hopma ans nadHoi YCC 424 (388-456)
opma no sBospacty 421 (388-449) mcek
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IMpaxtuyecku Bce nmapamerpbl DKI cooTBeTCTBOBAJIM BO3PAaCTHON HOPME
KJIIOYEHUEM YMEPEHHOTO yKopoueHusi uHTepBaia QTc Ha HUKHEe! rpaHuile B
anekTpuyeckoi ocu cepaua (30C), koTopasi ObUIa 3HAYUTEITBHO OTKIIOHEH:
BBepx. B Bospacre 8 mecsues yron o QRS cocrasmn — 41° y Auabl, U — 43° ¥
MpU BO3pacTHOM auaraszone (+ 95° —5%) ot + 96° no — 17°[2]. CoxpaHuBIIIEE
Mapuu, cHsitoe uepes 2 roga (puc. 4), IPOIEMOHCTPUPOBAJIO elile Hojiee Bh
Hoe otkJIoHeHre DOC QRS BieBo (yrox o = 63°), mpu BO3pacTHOM HOpME OT
+96°) [2], 4TO ABISIETCSI OCHOBHBIM KpUTEPHEM OJIOKAIBI TIepeIHeil BeTBI
K4 n.I'uca y nereit ¥ 0JIHO3HAYHO HE SIBJSIETCS] BADUAHTOM HOPMBI, TPEOYET HE
HUST BPOXAEHHBIX/WIU TPUOOPETEHHBIX 3a00JIeBAHUIA C MPOTPECCUPYIOLIUM 1
HUeM TpoBomsiuel cuctemsl cepaua [1, 3]. Kpome otkioHenuss DOC BlieBo/&
neBouek Takxke 0but 1 apyrue DK mpusHaku 6J10Kanbl epeaIHe BETBU JEBE
ku m.I'uca (puc. 5) [3]. ,

OpHako Ha 1aHHble U3MEHEHUs He ObLTO 00pallieHO BHUMAHMS MPY aHATH3E
BCEX YPOBHSIX, BKJIIOYAsI KPAEBYIO NETCKYIO KIMHUYECKYIO OOJIBHUILY U HEOIHO!
BKT u ocMoTpbl Kapauonoros. Yepes 3 roaa rmocje cMEPTH CeCcTep MaMa POas
onHy neBouky — Omery. I1pu o6enenoBanuu B LICCCA ®MBA Poccun Ot
MeC, OUYEBUIHBIX U3BMEHEHUI CO CTOPOHBI CEPAEYHO-COCYIUCTON CUCTEMBI BH
He 6b110. BOC cepala UMeIa HOpMaJIbHOE TMONTOXeHHe (Yyroi o = + 62°),
nokaszarenu DKI mokos Takke He BBIXOIWIIM 3a ITPeJIesIbl BO3PACTHON HOPME
nuorpadust He BeISIBUIIA CTPYKTYPHOM [MaTOJIOIMU Cep/ilia, pa3Mephbl TOJIOCTEl
TUTEIbHASI CTIOCOOHOCTH Cep/ilia COOTBETCTBOBAIM BO3pacTy. [1pu X01TepoBCKO)
topupoBanuu napamerpsl YCC, nponosnkuTesbHOCTh MHTepBaioB QT, mmmpm:
miekca QRS ObuM Takke B Ipeesiax HOPMbI, OTMEYAIUCh €IUHUYHBIE XKE.
9KCTPACKCTONBI (pHC. 6) U HEGONBIIOE TPAH3UTOPHOE YUIMHEHUE MHTEPBAA |
0,16 cex Ha YCC 94 yu/mun ripu Hopme uist ganHoit YCC o 0,15 cex) [2].

a) 6)

Puc. 5. SKI™ kputepun 6nokanbl nepesHei BeTBU NeBoit Hoxku [3] y aeteid, y Mapuu M.

1. HopmanbHasa nnu ymepeHHo paclmpenHas (< 20 mc) wupuHa QRS komnnekca (pu

2. OtknoHeHue S0C Bneso/BBepx yron o - 43° (puc. 5, 6) (Hopma o — 17°), N — Hops
ananasoH 90C y pebeHka gaHHoro Bospacra [2];

3. Hebonbluve q 3ybusl B | 1 aVL oteepeHusax (puc. 5 3);

4. Boicokuin R B | n aVL BegeHusx (puc. 5 a)



6. Pannas xenynoykoBas akctpacuctona y Onbru M., 11 mec.

LT TAKXKE MPOaHAIM3UPOBAHBI HOBBIE HEMHBA3UBHbIE TOKA3ATEIM PUCKA PA3BUTHS
Heyrpoxarouux aputMuii 1 BCC mo XxonTepoBcKOMY MOHUTOPHPOBAHMIO — MTOKA-
u «OT nuHamuku», TypOyaeHTHOCTH putMa cepana (TPC) mocie Keny10uKkoBoii
PacUCTOIMHU (pUC. 7), BPDEMEHHOM aHAIN3 MUKPOBOJIBTHOM albTepHaLu T, BOJTHbL
\T) 1 oLleHKa TeHIEHIMI pUTMA Cep/lia K «YCKOPEHUIO U 3amewienuio» (AC/DC
M3), KOTOpBIE MOKA3a/IM B MOC/IEIHEE BPEMSI BHICOKYIO HH(DOPMATUBHOCTb B CTPa-
ikauuu prcka BCC y B3pociabix 60nbHBIX [4, 5].

cumanbHbie 3HaueHuss MAT y Onbru I1. cocraBunu 39 MxB, (HopMma y aereii
MKB) [6], mapamerpel «OT nuHamuka» He usMeHeHsl [7], B nokaszarensx TPC
ach pelyKuus paHHel ¢dasbl (Havano) TypOyieHTHOCTH — turbulence onset
asun 0,98% npu Hopme < 0%, mapamerpsl AC/DC ananmsa 661 CUMMETPHY-

°b K [10Ka3aTeJISIM IOTMOLIMX CECTEP, MBI OTMETHIIN, YTO C BO3pacToM y AHHBI 1 Ma-
TMEYaJIOCh ellie OoJiee BRIpaXXEHHOE OTKIIOHEHUE cep/iia BieBo (puc. 7). C yuetom

MHe3e y poaHbIx cectep. CeMeiHbIil BapHaHT TIPOTPECCUPYIOIIEr0 MOPAKEHHs MPO-
fllIei cucTeMbl cepaua (6onesHs Jlea—Jlenerpa?). JKeynoukopasi 3KCTPacHCTOIMSI.
B CBA3K C OTCYTCTBHEM JaHHBIX 32 CTPYKTYPHYIO MTATOJIOTHIO CEPAeYHO-COCYANCTOM CH~
dbl, KM3HEYTPOKATOIIMX apUTMUI cepLa, YOeUTETbHOIM MOTEHIMAIBHO APUTMOTeH-

Auanus TCP

EB

2 4 0 1 2 3 4 5§ 6 7 8 9 10 13 16
[cpeatee 384 382 256 518 390 384 380 382 378 380 384 402 404 398 394 402 406 402 402
Axanma noy ‘o

7. AHanna TypbyneHTHOCTU puTMa cepaua (TPC) xenyno4koBbIX 9KCTPACKUCTOJI MO Pesy/ib-
dM XONTEPOBCKOro MOHMTOPUpOBaHusa y Onbru M., 11 Mec. PeaynbtaTsl B BEPXHEM MpaBom
y. TO — turbulence onset (Hopma < 0%), TS 7,4 mcek/RR (Hopma > 6)



