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3AK/IIOYEHNE

EnuHCTBEeHHBIM TOCTOBEPHBIM METOIOM YCTaHOBJIE-
HMSI TEHETUYECKOTO BapHaHTa 3a00JIeBaHUS SBISICTCS
nposeneHue [IHK-nuarHoctuku. Ho gaxe rnpu rnojHom
CKPMHUWHTE BCEX M3BECTHBIX TEHOB, PUBOISIINX K pa3-
BUTUIO HACJICICTBCHHBIX HApyLICHW pUTMa M IIPOBO-
IMOCTH, TTprom3nTeibHO B 30—40% cityyaeB He yaa-
€TCSl YCTAaHOBUTH MEPBUYHBIA TCHETHMUCCKUIT IedEeKT.
DTO CBSI3aHO C TeM, YTO MICHTU(UIIMPOBAHBI eIlle He
BCe TEHBI, TIPUBOISIINE K HAPYIIICHUIO 3JICKTPOTreHe3a
Kapauomuouurta. MaeHTuguUKaluss HOBBIX T€HOB Ha
MaTepraje OOJBIINX CeMEi TTO3BOJIUT BBIIBUTH HOBBIC
MOJIEKYJIIPHO-TEHETUYECKIE BapUaHThI 3a00JIeBaHUI 1
JISKET B OCHOBY 3THOJIOTMYECKOTO MOIX0/1A K JICUEHUIO.
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APUTMUMU CEPALIA B CTPYKTYPE CHHIPOMA
BHE3AITHOH CMEPTH MJIAIEHIIEB

JI. A. boxepua, H. M. Hemunywuil

Kadenpa cepaeyHo-cocyamcTom xmpyprium Ne 2 MoCcKkOBCKOM MeanumHekom akagemum um. . M. CeveHoBa

WHAPOM BHE3alTHOW CMEpPTU MJIAJIEHIICB

(CBCM) (sudden infant death syndrome,
SIDS) nposiBisIeTCs CMEPThIO MPaKTUUYECKHU 3A0POBOT0
pebeHKa BO CHe, IIPU TTOJITHOM OTCYTCTBUHU ITPU3HAKOB
Kakoro-iuoo 3abojieBaHus. BriepBbie CMHAPOM ObLT
omrcaH B 50-X rogax IMPOIILIOTO CTOJCTHS M Ha3bIBaJI-
¢ moHavany «CwmepTth B konbioenm» [1, 47]. Csoe
OKOHUATeIbHOE Ha3BaHWE CUHAPOM MOTy4Yri B 1969 1,
a B 1978 1. ObUT BBeIeH B MEXKIyHAPOIHYIO KiIaccudu-
Karuto 3aboneBanuii [29]. Ha nomo CBCM npuxonut-
cs1 6onee 40% cMepTeit cpenyt HOBOPOXKICHHBIX U MJTa-
JICHIIEB B KOHOMWYECKH Pa3BUTHIX CTpaHax. B cTpyk-
Type O0ILei JeTCKO CMEPTHOCTA CUHIPOM 3aHMMAET

TpeThe MecTo (8,9%) Tocie BpOKICHHBIX aHOMAJTHIA
(22,0%) v HeoHaTaTLHOW CMEPTHOCTH BCJICICTBHYE T1a-
TOJIOTUM OEPEMEHHOCTU UM TMPEXAECBPEMEHHBIX POJOB
(14,0%) [11]. HecMoTpst Ha TLIATEIbHOE U3YyYEHHUE 00-
CTOSITEJILCTB THOEIU pedeHKa, ero MCTOPUU XKU3HU U
pa3BuUTHS, KBATU(GULIMPOBAHHYIO ayTOICHIO, B 0OJIb-
LIMHCTBE CJIy4aeB IPUYMHBI CMEPTU OCTAIOTCSI HEM3Be-
CTHBIMU M HeoObsicHUMBbIMU. Okojio 80% ciydaes
CBCM npuxoaurcst Ha repuoa or 1 go 6 Mmecsies
SKW3HU, TIPUYEM YacToTa CJIydaeB HEeBeIMKa Ha TPOTSI-
JKEHUM IIEPBOrO Mecsila >XKMU3HU, YBEIMYMBACTCS KO
BTOPOMY, IOCTUTAsi CBOETO ITHMKa MEXKITy BTOPBIM M YeT-
BEPTHIM MecCsSLlaMU, C IOCASAYIOLUIMM CHIXEHUEM
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K KoHIly nepsoro rona xusuu. B CIIIA B nepuon ¢
1978 mo 1994 1. vacrota CBCM cocrabisuia okoio 1,4
Ha 1000 mutagenues, a K 1998 1. cocrasma 0,69 Ha 1000
[10—12]. B HacTosiiee Bpemst MilaieHYecKast CMepT-
Hoctb B CIIA, obycnosnennas CBCM, konebaeTcst oT
2500 no 3000 cmeprteii exxeroaHo, MpU Mmokasarese 00-
1Ieit aeTckoii cMeptHocTH 6,6/1000 [13, 17].
3HaunTeTbHOE CHIDKEHUME ToKa3aTesisi CMEPTHOCTU
npu CBCM 3a 90-e roasI IpoM30I1LIo O1arogapsi Hada-
JIy aKTUBHOTO M3Y4eHUsT TIPOOJIEMbI, TIPOBEICHUIO Pa3-
JIMYHBIX MCCICAOBAHUI 1 CIICIIMATIBHBIX IIPOrpaMM I10
CHIDKEHMIO CMEPTHOCTH Cpein MitajieHIIeB. [TocKobKy
MHOTHE MCCIICIOBAaHUsI BBISIBUIN, YTO 3HAYMMBIM (DaK-
TopoM pucka CBCM gpisieTcsl mojioxXeHre MJaaeHla
Ha JXIBOTE BO BpeMs CHa, OMHUM M3 OCHOBHBIX HAaIIpaB-
neHuii npodunakruku CBCM 6bL1a KOMITaHUS O UC-
KJIIOYEHUIO JaHHoro dakropa [4, 6,7, 15, 16, 27,43, 48].
B cootBerctBUM ¢ JlupekTMBaMu AMEpPUKAHCKOI
TeMaTpUIecKoil akaJeMuu, ToJIokeHue pebeHKa BO
CHE HUYKOM, Ha >KMBOTE, JIMIIOM BHU3 SIBJISICTCS IIOTCH-
[IMAJTLHO OMACHBIM M 3HAYUTETHbHO YBEJMYMBACT PUCK
BHe3amHo cMmeptH [2]. KpoMe Toro, ObLIM ompeneie-
HBI IpyTUe, CBSI3aHHbBIE HETIOCPEICTBEHHO C YXOIOM 3a
pedeHkoM, dakTtopsl prucka CBCM (meperpeBaHue,
COH Ha MSITKO# TTIOBEPXHOCTH U T. 1.) ¥ TaHbI COOTBETCT-
BYIOIIIE PEeKOMEHIAIINN I UX MCKIToueHus [8, 14,
18, 23, 30]. locToBepHO AO0Ka3aHa CE30HHOCTh CUHIPO-
Ma — B OCEHHE-3MMHUI ITepro. PUCK BOZHMKHOBEHUS
CBCM Bo3pacTaert 1o cpaBHEHUIO C IETHUM TIEPHUOIOM
[14, 25]. OcHoBHble (akropsl pucka CBCM, mon-
TBEPKIEHHbIE MCCACHOBAaHUSIMU U TIpU3HABaeMbIe
OOJIBIIMHCTBOM aBTOPOB, TIPUBEICHBI B TAOJIULIE.
PaznuunHbie TUIOTE3BI M TEOPUU MpeIarajvuch B
KadecTBEe TIOIBITOK OOBSICHCHMUS STHUOJIOTMM M MeXa-
Hu3MoB pa3Butust CBCM. OgHako HM oqHA U3 HUX Ha
CETONHSITHUI IeHb HE SBJISIETCS TOMWHUPYIOIICHA.
Bojiee Toro, MHOrME U3 HUX B MPOLIECCE HAKOIUIEHMSI
nH(opMaLuy ObLIU OTBEPTHYTHI. Teopust BHE3aITHOTO
armHo, Kak npnunHel CBCM, tipemtoxkenHast B 1972 1.
A. Steinschneider, monroe BpeMst OblJ1a OCHOBHOI [41],

DakTopbl pUCKA CHHAPOMA
BHE3AMHOW CMEPTU MJIAJICHIIEB

®dakTopsl pucKa CreneHb
YBEJINYEHUS PUCKA
Myxckoit mon ~50%

Huskuit Bec npu poxxaeHUn <2500 r — B 2 pa3a

HenoHotieHHass 6epeMeHHOCTb ?
MHOXeCTBEHHbIE POJIbl

(1BOMHSI, TPOMHS U T. 11.) ?
OcNoXHEHUS TTPU poax U HUSKUI

nokasatesb 1o mkaie APGAR ?
Bo3spact matepu meHee 18 et ?
Menee 18 mecsieB Mexay pogamMu ?
Kypenue matepu B riepron

OepeMEeHHOCTU B 3 pa3a

Bapixanue tabauHoOro mpima
MJIafieHLIeM (MTacCUBHOE KypeHue)
ITonoxeHue MilaJieHIIa BO CHE HUYKOM

B 2,5 pa3a
B 2—13 pa3

HO MCCJIeNOBaHUs 110 MOHUTOPUPOBAHUIO JbIXAaTe/Ib-
HOI aKTUBHOCTH Y MJIAJICHIIEB HEe TIOATBEPIMIN €€ CO-
CTOSITEJIBHOCTb. YCTaHOBJIEHO, UTO SMU30bI alTHOD Ja-
ke He aBistiores npeankropamu CBCM. OTBeprHyThI
Takke rurnoresnl, cBsa3biBaBiine CBCM ¢ yayiibewm,
pBoToil u acniupauueii [10, 14]. He onpaBmanvch Ha-
JIeXIbl HAa MCTOJb30BaHUE TOMAIIHUX CUCTEM MOHHU-
TOPUHTA IBIXaTeJIbHON M CepieqHON aKTUBHOCTHY MJla-
neHueB B mpodunakTuke CBCM u omnpeneneHun ero
npuurH. M3yueHue 6osee ueM 25-JI€THEro OIbITa MPpU-
MEHEHHUS TOMAITHUX CUCTEM MOHUTOPHMHTA ITOKA3ajIo
ux HeadbekTUBHOCTD B penymnpexaeHur CBCM [3].

B ocHOBHOIT COBpeMEHHOII TEOPHU, OOBSICHSIIO-
1Iel MPUYMHBI BOSHUKHOBEHUSI U MEXaHU3MbI Pa3BU-
TSI CHHIPOMaA, TTOCICTHUI TIPEACTABIICH KaK MYJIbTH-
dakTOpHOE sIBJI€HUE, HA BO3HUKHOBEHHE KOTOPOTO
BIVSIIOT Pa3BUTHE MIIAJICHIIA, OKpYXalolas cpefa u
Hannuue GakTopoB Omogornueckoro pucka. Ilatore-
He3 CBCM cBs3aH ¢ Tpuanoil (akTopoB, coueTaHUe
KOTOPBIX MPUBOIMUT K BHE3aITHOW CMEPTH: a) YSI3BU-
MBIl TIEPUON B Pa3BUTUM MIIZICHIIA; 0) SK30T€HHBIC
TpUTTEpHBIE (PAaKTOPLI; B) TpeApacIiojararoimme pak-
TOpbl Uan (pakTopsl Ouosnormyeckoro pucka [24]. K
TTOCJICTHUM MOTYT OBITh OTHECEHBI BPOXKICHHBIC aHa-
TOMO-(DU3MOTOTMUECKUE U TeHETUYECKIE U3MEHEeHUSI,
KOTOpEIC TIPY HAJTMIUHU TIEPBBIX ABYX IPYIII (DAKTOPOB
CTAHOBSITCS HEMOCPEACTBEHHBIMU MPUYMHAMU BO3-
HUKHOBEHUS XU3Heyrpoxamux aputMuii 1 CBCM.

ZKuzHeyrpoxkaroIiyie apuTMUM Y HOBOPOXKIEHHBIX 1
MJTIaJICHIIEB MOTYT OBITH OCJIOKHEHMEM Pa3TMUHBIX 3200-
JIeBaHUI cepaua, MPUBOISIIMX K MOPGOIOrMIecKUM 1
(YHKIIMOHATTBHBIM U3MEHEHUSIM TTPOBOJISIIIIEH CUCTEMBI
cepaila M MHoKapaa. TakvMu 3a00JIeBaHUSIMUA MOTYT
OBITh. MUOKApAUTHI, KapAMOMUONaTuu, (Gudpoanacto3
[9, 20, 28]. dpyroii rpymIioil MpUIMH HAPYIIICHUIA cep-
JICYHOTO PUTMA SIBJISTIOTCSI aHOMAJTMM TTPOBOISIIIIEI CHC-
TEMBI Cep/ilia U HAJTMYME JOTIOTHUTETbHBIX ITyTel Mpo-
BeaeHus. Kpome Toro, apuTMUU MOTYT Pa3BUThLCS BCJIE/I-
CTBUC ITaTOJIOTMIECKUX W3MEHEHMI IIEHTPOB CTBOJA
MO3ra, KOHTPOJMPYIOLIUX CEPACYHYIO NESTeIbHOCTD U
nrcbaraHca aBTOHOMHOM HEPBHOM crcTeMbl [32—34].

C xoH1ia 70-X ronoB B KaueCTBe OCHOBHOI Kapauaib-
Holi npuuriHbl CBCM paccmatpuBaeTcsi CHHAPOM YU -
HeHHoro uHTepBaia Q7 [21, 39]. Ha ceronusiHuit 1eHb
M3BeCTHO, uTto cuHapoM QT — 3abojeBaHue, 0OyCIOB-
JIEHHOE TeHHBIMU MYTAlIUSIMU, KOTOPBIE BI3bIBAIOT U3-
MEHEHUS B CTPYKTYpe IIPOTEMHOB, OTBETCTBEHHBIX 3a pa-
00Ty MOHHBIX KaHAJIOB B MeMOpaHaX KapIuOMHUOILINTOB.
DTU HapyILIEHUST TTPUBOIAT K HETOMOT€HHOCTH MPOLIEC-
COB PENOJISIPU3AIINI 1 SJICKTPUICCKOI HeCTAOMIBHOCTH
muokapaa. DKI'-kapTuHa cuHApoMa XapakTepusyeTcs
ywmHeHneM uHTtepBana Q7, uameHenneM 7- u U-BonH,
yMeHbleHneM YCC 10 BOSHUKHOBEHMSI May3 B CUHYCO-
BOM putMme. 11 MITaIeHIIeB TIPEJICTABIISIET OTACHOCTh
BO3HUKHOBEHUE (hYHKIIMOHAILHON OJIOKAIbI MPOBEIe-
HUSI, WIM TaK Ha3bIBaeMoil niceBnoAB-0610Kab1, BCiea-
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CTBME YIJIMHEHMSI KeTyJIOYKOBOTO IIMKJIa (MHTEepBajia
QT). B s1oM ciryyae He Bce TTOTCHIIMAIBI TIPEICePIHOMN
AKTUBHOCTH (P-BOJTHBI) MPOBOISATCS Ha JKEJTYI0YKH, TaK
KaK TIOIMafaoT B pedpakTepHBIN Tepro ITOCIeTHNX. B
ciydasx 3HaAUUTENbHOIO yIIMHeHus1 nHtepBana Q7Tc 1o
700 Mc u Oosiee MoxeT HabmonaTbcst AB-6mokana 2:1,
YTO, KPOME YIpO3bl Pa3BUTHST TAXMAPUTMUI, HETATUBHO
BJIMSIET HA TeMOJAMHAMUKY B LiejioM [31].

KenynoukoBble HapylIeHUSI pUTMa IIpeACTaBIIe-
HBI TTAPOKCU3MAaMM HEYCTOWUMBEIX KEJIYIOYKOBBIX
taxukapauii (KT), mMerommx 1ByHanpaBIeHHBIN Be-
peTeHOO0Opa3HbIl MOJAUMOPGhU3M, MOJYYUBIIUNA Ha-
3BaHus: «torsades de pointes», «ITUPYIT», «CEPIECYHBIN
oanet». Ilpuctynsl KT Moryt mpekpaiuaTbCsi CIOH-
TaHHO JIMOO MePEeXOAT B (PUOPUILISLIMIO KEJTyT0YKOB
(®XK), pexe B ycToitunByio moHoMopdHyro XKT. Bos-
HUKHOBEHNE TaXWKAapAWUU 9Yallle CBSI3aHO C 3MOIMO-
HaJIbHOW MM (PU3NYECKON Harpy3Koi, OJHaAKO IJIst
MJIaJIEHYeCKOro Bo3pacrta cuHapoM Q7 accouumnpyer-
CsI C BHE3AITHOI CMEPThIO BO BPEMSI CHa.

B 1982 . P. J. Schwartz u coaBT. [35] coobuuam o
Tpex ciydasx CBCM cpenn 4205 obciaenoBaHHBIX pa-
Hee MJIJICHIIEB U OOHAPYXWJIM TOCTOBEPHYIO CBSI3b C
ymHeHneM nHTepBaiia Q7. OmHako momoOHasi 3aBU-
CUMOCTB He ObUIa IMONTBEePXKAeHA APYTMMU MCCIIeI0Ba-
tessimu [40, 46], 9To ABMIIOCH PUYMHON HayYHBIX JIHC-
Kkyccuil. B 1998 1. rpynma uccienoBarteneid mon pyko-
BonicTBoM P. J. Schwartz BHOBB omy0iMKkoBaa pe3ysisra-
ThI 18-JIeTHEro McCcIea0BaHMs MO U3YYEHUIO 3HAUMMOC-
™ yiiHeHus uHtepBata Q7 xak npuunHel CBCM
[37]. UccnenoBanue BKIOUMIO 34 442 HOBOPOXKAECHHBIX
pebeHKa 00OoUX MOJIOB, KOTOPBIM B TE€UEHUE MEPBOIA He-
JIeTM KU3HU BBITIONHSIOCH 3JIEKTPOKapauorpabuyec-
KOe uccieaoBaHue ¢ aHaiu3oMm uHtepsaia Q7. Tlepuon
HaOTIONEHNS 3a KaXKIIBIM PEOEHKOM COCTaBWII 12 Mecs-
1IeB, 3a BPeMsl KOTOPOTO OBUIO 3aperucTpupoBaHo 34
JIETAJTBHBIX CITyJasi, M3 KOTOPBIX 24 OBUTA OTHECEHBI K
CBCM. CpeaHee 3HaueHHE KOPPUTUPOBAHHOTO UHTEP-
Bama Q7c¢ y ymepmmx or CBCM OBUIO ITOCTOBEPHO
OoJibllle, YeM Y KMBBIX MiafeHleB (435145 mpotus
400120 mc; p<0,01) 1 y ymepImx OT APYrUX MPUYUH
(393+24 mc; p<0,05). Kpome Toro, y 12 u3 24 ymepiiux
ot CBCM 06b111 oTMedeHbI 3HaueHust Q 7¢, peBblla-
e 440 mc. Pe3ynbraThl MccaeIoBaHus MOKA3aIu, 4TO
prck CBCM nipu HopMaTbHbIX 3HaUeHUsIX Q7¢ cocTaB-
ssiet 0,037%, B TO BpeMsi Kak Ipu 0oJjiee BLICOKMX 3Ha-
yenusix QTc puck CBCM ysenuumBaercsa 10 1,53%.
[1aBHBIIN BBIBOI MCCIICIOBAHUS — YIJIMHEHUE MHTEPBA-
na QT Ha nepBoii Helesie XU3HU CBSI3aHO C BBICOKUM
puckom CBCM, a snekTpokapauiorpadgus B HeOHa-
TaJIbHOM TIEPUOE SIBJISIETCSI CKPUHUHIOBBIM METOJIOM,
TTO3BOJISTIONIMM BBISIBUTH TpyTiTy pucka CBCM.

KoMOuHMpoBaHHbBIE pPe3yabTaThl HCCIEI0BaHUI
P. J. Schwartz (1998) [37] u D. P. Southall (1986) [40]
BKJIIOYaloT JaHHble 0osiee yeM 40 000 MianeH1ieB, KOTO-
pble TIOKa3bIBaloT, uto y 30—35% mneteil, MOrMOIIMX OT

CBCM, Ha nepBoii Henee XXU3HU PErMCTPUPOBAJICS
yIUIMHEeHHBIH nHTepBai Q7, TO €CTh MOXXHO TOBOPUTH 00
oTtBeTcTBeHHOCTU cuHApoMa QT B 1/3 ciyyaes CBCM.
PacnpoctpanerHHocTh cuHapoma Q7 COCTaBIISIET OT
1/3000 mo 1/5000. BHe3amHas cepmevyHasi CMepTh MO-
XeT ObITh mepBoii MaHudecTaueil cunapoma Q7 B
12% ciyuaeB, u B 4% ciydaeB 3TO MOXKET ITPOU30MTHU Ha
repBoM rofy xku3Hu [36]. CerogHst U3BeCTHO, YTO CUH-
apoMm QT oOyciopiaeH MyTauusmu B reHax KVLQTI,
HERG, SNC5A, KCNEI v KCNE2. 3ayacTyto CUHIPOM
QT He UMeeT NPOSIBIEHN B (PeHOTUTIE, TIO3TOMY HOP-
MaJibHbIe TIokazareau QT y poauTeneil He NCKITIoYaloT
Hayuue 3abosieBaHms y aereit. Kpome Toro, mpumMepHo
B 30% ciiydaeB CUHAPOM CBsI3aH C BHOBb ITOSIBUBILITMMU-
cs1 MyTarussMa («de novo» mutations), 9To OBIIO TIpOJIe-
MOHCTPUPOBAHO B psiie coodieHuit [24, 44, 45].
ITockonbky cuampom Q7 cBA3aH ¢ BBICOKMM PHC-
koM CBCM, BcTaeT BOIpoc 0 HeOOXOAUMOCTHU Ha3Ha-
yeHUs! TpoUIaKTUIECKOTo JieueHus1. [Ipenmaparamu
BBIOOpA SABIAIOTCS OeTa-0J10KaTOphl, 3(P(PEeKTUBHOCTH
KOTOPBIX B TIPEAYIPEKICHUN Pa3BUTUS XKU3HEYTPO-
Katomux aputMuii gocturaet 80%. Eciu npuema Ge-
Ta-0JJ0KaTOPOB HEIOCTATOYHO IS TPOMIAKTUKA
snu3onoB KT, HeoOXoAMMO Ha3HAUYeHHUE JOIMOJTHU-
TeJIbHOM JIEKapCTBEHHON Tepanuu Jubo pelleHue Bo-
mpoca O CUMIIATUICCKON IeHepBalluM Cephama, M-
TUTAaHTAlUU KapIUOCTUMYJISITOpa M/WIM KapauoBep-
Tepa-aeUOPUIUIATOPa, CSCIAU ITTO3BOJISIIOT pa3Mephl
Teja U Bec mauueHTa. HyxXnaroTcst 11 Bce HOBOPOXK-
JIEHHbIe U MJIaJIEHLIbI ¢ cCUHApPOMOM QT 6e3 CrioHTaH-
Hbix 311130108 KT /DK B HazHaueHUM MPODUIAKTI -
yeckoii Tepanuu? OTBET Ha 3TOT BOMIPOC COAEPKUTCS
B JAMpeKTuBax MO MHTEPIIPETAllMU 3JICKTPOKApINO-
rpamM (DKT') HoBopoxkaeHHbix EBpomneiickoro Kap-
nnoyorndeckoro O6mectna [38]. IIpexne Bcero, Ha-
JINyue yaJUuHEeHHOTo nHTepBaia Q7¢ 1OKHO MOOYX-
IaTh K BBISIBJICHUIO IPUYMH, COOpY CeMEeITHOTo aHaM-
He3a U BHUMAaTEeJIbHOMY HAOJIIONEHUIO 3a MAallMEHTOM.
Ecmu nepsasg DKI' HOBOpOXKIEHHOTO CBUIECTEIBCT-
BYET O MPEBBILIEHUU BEpXHEW IpaHUIIbI HOPMaIbHBIX
3HaueHuit natepBasia Q7c (440 Mc), HEOOXOAMMO HC-
KJTIOUUTh MPEXOsiue IpUInHbl yiinHeHus: Q7, Ha-
yaTh cOOp CEMEHOTO aHaMHe3a: HaJIMYue CUHApOMaA
QT, BHE3amHO cMepTH, 0OMOPOKOB, B TOM YHCJIE DTN~
JlenThYecKux npunankon, 1 OKI' 6Ju3Kux poncTBeH-
HukoB. [ToBropHoe DKI'-uccnenqoBaHme Mpon3BOINT-
cs yepe3 HeckoJibko nHei. Ecau OKI nmokaxeT yniu-
Henue QTc ot 440 mo 470 Mc, TIpY HAJTMYUM TTIOJIOKM-
TEJIbHOTO CEMEMHOI0o aHaMHe3a HeoOXOIMMO Ha3Have-
HHUE MPOPMIAKTIYICCKON Tepallii W BBIIIOJIHEHHE T0-
MOJHUTEIbHBIX NTUAarHOCTUYECKUX TMPOLIEAYpP: XOJTe-
poBckoro MoHnTopupoBanusi, xoKI, reaHeTraeckoro
ucciaenoBaHus. [1pu BbIMOJIHEHUN XOJATEPOBCKOTO MO-
HUTOPUPOBAHUS HEOOXOAMMO O0OpaTUTh BHUMaHUE Ha
aJIbTepHalMIO 7-BOJIHBI, JKETYIOUYKOBYIO 3KTOITMYEC-
KyI0 aKTUBHOCTb U U3MeHeHMsI TTokazaresis Q7¢. B ciy-
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yasix, korma Btopass DKI nemMoHcTpupyeT 3HauYeHUs
Q17 ot 470 no 500 mc, BBITIOTHSIOTCS BCE HOTOTHU-
TeJbHbIE TMAarHOCTUYECKHE TeCThl U paccMaTprBaeTCs
BO3MOXXHOCTb Ha3HAYCHUS Tepallii BHE 3aBUCMOCTH
OT pe3yJIbTaToOB cOopa ceMeliHoro aHaMmHe3a. Eciu 3Ha-
yeHust Q7c Ha Bropoit DKI npesbiiator 500 Mmc —Be-
POSITHOCTD MOSIBJICHUSI CUMITTOMOB 3HAYUTEJIbHO BO3-
pactaet. B aTOM cilyyae Ha3HayaeTcsl Tepanusi U mpo-
BOIMTCS BCSI JOTIOJIHUTEIbHAs AuarHoctuka. K rpyrme
CaMOTr0 BBICOKOTO PUCKa BHE3AIMHOU CMEepTH OTHOCSIT-
cs1 mauueHTtsl ¢ Q7¢ 600 Mc u GoJjiee, 1/MUIM albTepHa-
ueit T-BosHbl, U/vu 2:1 ¢dyHKimoHanbHO AB-6710-
KaIoi, W/MIn OTCYTCTBUEM cllyxa. B mocimemHem ciy-
yae He0OXOAUMOCTb TILATEILHOTO KOHTPOJIS U Ha3Ha-
YEHMS TepaITiy HE BBI3BIBACT COMHEHUIA.

Cunapom WPW, 00ycliOBIeHHBIN Halu4yueM O0-
TIOJTHUTEIBHBIX TIYTEW TTPOBEAICHUSI UMITYJIbCA MEXKIY
MpeacepausMru U XKeJTyTouyKaMM, OOBIYHO SIBJISIETCS
3JIeKTpoKaparuorpad®uyeckoil HaxoAKou. 3adacTyio
€ro TMarHoCTUKAa Y HOBOPOXXIEHHBIX 3aTpyIdHEHa, T10-
CKOJTbKY TIPEIBO30YXKICHUE HOCUT WHTEPMUTTUPYIO-
I XapakTep, KpOMe TOro, €ro MPU3HAKKA MOTYT I10-
SIBJISITHCST TOJTBKO B HEKOTOPBIX oTBeneHusIx DKI [26].
PacnpoctpanenHocts cunapoma WPW B nneguarpuye-
ckoit mipaktrke coctasisieT 0,15—0,3%, nipu exerom-
Hoii BesiBIIIeMoctr 4/100 000. BHe3ammHast cMepTh cpe-
I JeTeil ¢ CUHAPOMOM MPeABO30YKICHUS BCTpeyaeT-
ca B 0,5% ciydaeB, mpUYEM YACTO 3TO MOXKET OBITh
MEepBbIM U €IUHCTBEHHBIM MPOSBICHUEM CHUHApPOMA.
B ogHoM uccnenmoBaHuy Habmonanu 3a 90 HOBOPOXK-
JIeHHBIMU ¢ cuHapoMoM WPW, u3 kotopbix a8oe (2,2%)
B MOCJIETYIOIIEM BHE3AIMHO YMEPJIU, OHAKO, K coXalle-
HUI0, 00a MITaJieHIIa TIoJTydaau TUrokcuH [5]. Kak cek-
LIMOHHBIE HAXOJIKM JIOTIOJTHUTEIbHBIC MyTH TIPOBEe-
HUS y MianeH1eB, nornommx or CBCM, BerpeyaroTest
B 28,6% ciyvaes [19]; 12,7% [42]; 21,7% [22].

BpoxnenHast nonHast AB-610Kkana Takke accoiu-
HUpYeTCs C BHICOKMM PUCKOM BHE3aITHON CepaeyHOM
CMEPTU Cpeau HOBOPOXICHHBIX. PacmpocTpaHeH-
HOCTb M30JIMPOBaHHOM MoHOM AB-0J10Kaabl cocTaB-
qsget 1 ciyvaii Ha 15—20 Teic. HOBOpOoXAeHHBIX. Kpo-
Me€ TOro, JaHHas MaTOJIOIUsI TOCTaTOYHO YacTo (OKO-
710 35%) BCTpedyaeTcsl B COUYETAHUM C BPOXIECHHBIMU
MOPOKAMM CEPJLIA, YTO B 3HAYUTEJIBbHOM CTENIEHU OIl-
penesisieT MPOrHo3 ISl JaHHbIX NmalueHToB [38]. Omn-
penesieHre TOJIOKEHMST TTaTOJIOTUH TTPOBOISIIEH CHC-
TeMmbl cepaua B ctpykrype CBCM npexie Bcero cBsi-
3aHO C CeKIIMOHHBIMU HaXOJIKaMM, KOTOPBIC, B CBOIO
ouepe/ib, B 00JIbIION CTENEHU 3aBUCSIT OT METOIUKU U
TEXHUKHU TUCTOJIOTUICCKOTO MCCIICIOBAHMSI.

B 3akioueHue ciemayer OTMETUTD, UTO XOTSI TEOpHUst
apurmoreHHoro rene3a CBCM 0bina 1 ocraercst Haubo-
Jiee TIPUBJIEKATENIbHOM, 10 CUX MOpP OKOHYATEJbHO HE
onpezeneHa 1oJst aputMuii B ctpykrype CBCM. 3Hauu-
TEJIbHBIE YCUJIMS CETOIHS HalpaBIeHbl Ha TIOMCK I'eHe-
Tyeckux MmapkepoB CBCM, pe3ysibraThl KOTOPBIX 103~

BOJISIT MPEMYTIPEXAaTh BHE3AMHYIO CMEPTh Y MJIAZCHIICB.
B 1ienmom, aranmm3 coBpemeHHoIt utepaTyphl 1o CBCM
MoKa3bIBaeT ciedyoliee. Bo-nepBbix, TaHHBIA CUHII-
POM B 3HAUUTEIILHOI CTETIEHN — SIBJICHHE HE TOJIBKO Me-
JMULIMHCKOE, HO U COLIMATbHOE, TTOCKOJIbKY €TO PacIipo-
CTPaHEHHOCTh CPEAW COLUAIBbHO HEOIarornoaydHbIX
CJI0eB HaceseHusl Bbillie. Bo-BTOPBIX, CMHIPOM MaJio
WU3Y4eH, U CYLIECTBYIOIIME TUIIOTE3bl TOJBKO ceifuac
MOJTy4aloT CBOE HAyYHOE TIOATBEPKICHME WIIM OTIPOBEP-
JKEHUE, a TAKKe MOSIBIISIIOTCS HOBbIE TUIOTE3bI, BbISIBIIS-
FOTCST HOBBIE (haKTOPHI PHCKA M HO30JIOTUIECKIUE TTPUUH-
Hbl. B-TpeTbux, mockonbky CBCM HaxonuTcs Ha CThIKe
MHOTHMX OTpacjieii MeIWIIMHCKOW HayKH, OTHOIICHHUE
Bpaueil pa3IMYHbIX CHeLMAIbHOCTEN K 3To Mpodeme
HEOMHO3HAYHOE, a 3aYacTyl0 MMEIOTCSI SIBHO TIPOTHBO-
peYMBbIe MHEHUSI, OCOOEHHO OTHOCUTEHbHO 3TUOJIOTU-
YecKUX (haKTOPOB CUHAPOMA U CTENEHU UX 3HAYMMOCTHU.
Kpome cyiiiecTByroI1iero orpoMHOro MHTEpeca K 3TOoM
npobsieMe U ee aKTUBHOTO U3y4eHUsl, TPeOyeTcsl TeCHOe
COTPYIHUYECTBO CHELIMAIMCTOB PA3JIMYHBIX HAIIPaBJIEC-
HUI, 4TO MO3BOJIUT B OyvzKaiiieM OymyieM naTh OTBe-
THI Ha sz BOrpocoB, Kacatommxcss CBCM.
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