KOJIOHKA PEZJAKTOPA 5

KOJIOHKA PEOAKTOPA

I'nyooxoysadxcaemsie Koanrezu!

Co BTOpOH 1o0BUHEL 2004 1. HaydHbId LIEHTP
CEPAEYHO-COCYJUCTON XUPYPIUU HMMEHU
A. H. baxynesa PAMH, pacronararomui KpynmHeHImum
B MUPE ONBITOM AHUATHOCTUKYU U JIEYECHUA HAPYIIECHUN
pUTMA CEPALLA, U3A€T HAYYHO-TIPAKTUYECKUM KypPHAI
«AHHQJIBI APUTMOJIOTHH», NOCBAIECHHBIN PAa3JIUYHbIM
ACIEKTAaM HAPYLIEHUH CEpPAEYHOro purMa. Bemymue
POCCHUIICKHE U 3aPyO€KHBIE CIIEIUATUCTDI TYOIHKYIOT
B JKyPHAJI€ OPUTHHATBHBIE CTAThH, 0O30PHI, JTEKITHH,
HAOIONEHUS U3 MPAKTUKHU, METOJOJOTUYECKUE MATe-
pHANbl, OXBATHIBAIONINE AKTYAJIbHBIE BOIIPOCHI KINHU-
KU U JIUATHOCTUKU aAPUTMHUH CEPALIA, PE3YAbTaThl UX
MEJUKAMEHTO3HOI'O, UHTEPBEHIIMOHHOIO U XUPYPIH-
YECKOTO JIEUEHUS C UCIOAb30BAHUEM HOBEUIINX TEX-
HOJIOTUH, aHATU3UPYIOT MaTO(PU3UOJOTHYECKUE Me-
XAHU3MBbI BOSHUKHOBEHUSA U TEYEHH APUTMHI, OCHO-
BBIBASICH HA COBPEMEHHBIX JOCTHKEHUAX (DYHIAMEH-
TaJIbHBIX HAYK.

Bbl, BEpOATHO, 3aMETHIH, YTO TIPH (POPMHUPOBAHUU
JKYPHAIA «<AHHQJIBI aPUTMOJIOTHH» MBI CTPEMUMCS CJIe-
JIaTh €r0 TEMATUYECKU CKOHIICHTPUPOBAHHBIM HA OC-
BEIEHUH KAKOH-TO Of{HOH 1Ipo6iieMbl. UeTBepThIH HO-
Mep KypHaiaa 32 2005 I. IIOCBAIIEH I'€HETHYECKHU JeTep-
MUHHPOBAHHBIM APUTMOICHHBIM CHHAPOMAM, 3aHH-
MaIOIIUM OJ{HY U3 MHTEPECHEUIINX HUII B CTPYKIype
BHE3AITHON CEPAECYHON CMEPTHOCTH. U3BECTHO, YTO
Hau0oJjee 4acTod IPUYMHON BHE3AIHOH CEpAeYHON
CMEPTH CPENU B3POCIOTO HACEIECHNUA B UHAYCTPUAIBHO
Pa3BUTHIX CTPAHAX MHUpPA ABIAETCA KOPOHApPHAA 060-
JIe3Hb CepAna, a B 5-10% ciydaes BHE3AIHAsA CEPAEY-
Has CMEPTb BO3HUKAET BCIEJCTBUE I'€HETUYECKH Jie-
TEPMUHUPOBAHHBIX 3200/IEBAHUI, Yallle B MOJIOJIOM
BO3pacTe. DTO MPE/CTABIAET 0COOYI0 OMACHOCTh, TAK
KaK I10/] YTPO30i1 HAXOAUTCA HE TOIBKO OONBHOH, Y KO-
TOPOTO BBIABWIN 3200JI€BAHKE, HO U €TI0 I€TU U OIU3-
KU€ POJCTBEHHUKH. B COBPEMEHHON KIMHUYECKON
KAPAUOJIOTUH BBIIEAIOT 1B OOIBLINE I'PYIIIBI MOHO-
TE€HHBIX PACCTPONCTB, BBI3BIBAEMBIX €(DEKTAMU B €/IU-
HUYHOM JIOKYCE€ XPOMOCOMBI, KOTOPBIE HACIEAYIOTCA
0 3aKoHy Mengena: 1) KapguOMHONATUH, B OCHOBE

BO3HUKHOBEHHUA KOTOPBIX JIEKAT JIe(PEKTBI CapKOMEp-
HBIX U ITUTOCKETIETHBIX OEIKOB; 2) APUTMOTEHHBIE CHH-
IPOMBI, OOYCTOBICHHBIE MyTAIIUAMH T€HOB, KOAUPYIO-
WYX MOHHBIE KAaHAIBI ¥ PETYIUPYIOIUX UX OEJKOBbIE
CTPYKTYPBL; K HUM OTHOCAT CHHZAPOM YUIMHEHHOTO HH-
tepana QT, cunapoM Bpyraga, karexomraMuHeprudec-
K€ TOTUMOP(HBIC JKETYJOUKOBBIC TAXUKAP/UH, CUH]I-
pPOM AHJEPCEHA, AaPUTMOTCHHYIO JHUCILIA3HIO NIPABOTO
JKENMYJJ0UYKa U P APYIUX; BCE OHU TECHO ACCOLUUPO-
BAaHBI C BBICOKUM PUCKOM BHE3AITHOM CEPAECIHON CMEP-
TH B MOJIOZIOM Bo3pacre. [IoCTIKEHUA B 00/1aCTH MOJIE-
KYJLIDHOY T€HETUKHU 32 nocaeguue 10 aer nmo3sonnnm
KapPTUPOBATh I'€HbI, OTBETCTBEHHBIE 32 PA3BUTHE MOHO-
TCHHBIX 3200/I€BAHUI, YTO UMEIO HE TOIBKO OIPOM-
HBII HAYYHBIN UHTEPEC, HO U BAKHYIO IPAKTHYECKYIO
3HAYUMOCTb. B Hacrodiee BpeMs H3BECTHO OKOJIO
5000 MOHOTEHHBIX 3200JI€BAHUI U WICHTUDUITUPOBA-
HO 6071ee 1000 reHOB, OTBETCTBEHHBIX 32 UX PA3BUTHE.
PacnpocTpaHEHHOCTb TaKUX 3200/€BAHUI B IIONY/IA-
nuy Hepenuka: 1 manuent Ha 1000 xuTenen npu Hau-
0oJee yacTo Berpevaromuxcs popmax u 1 manueHT Ha
200 000 sxutenert npu peaxkux ¢hopmax d6onesnent. Ce-
TOJHSA MBI PACIIOIArA€M ITOJIE€3HBIMU NTAPAMETPAMU JUIA
CTPATU(HUKALMU PHCKA Pa3BUTUA BHE3AIHOMU cepped-
HOW CMEPTHU y NMAIMEHTOB C HACAECCTBCHHBIMHU APUT-
MOTCHHBIMH CHHJPOMAMHU M HOBEHIIUMHU METO/JAMHU
UX NPO(UIAKTUKI U JTE€UYEHUA. DTO TPEXKJE BCETO OT-
HOCHUTCA K BPOKIEHHOMY CUHAPOMY YAJHHEHHOTO HH-
tepsaaa Q7. OgHAKO, HECMOTPA Ha HAKOIUIEHHBIE 3Ha-
HUA, OCTAI0TCA HEBBLACHEHHBIMH LIEJIBIH PSAJ BOIIPOCOB:
MaJIO CBEJEHHMI O BIUAHUY MYTallUil HA CJIOKHYIO (pu-
3MOJIOTHIO KIETOK CEpPAIa ¥ BHECEPJEYHBIX CTPYKTYD;
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CYIIECTBYIOT TPOOENBl B 3HAHUAX O CBA3U MEXAY
Ie(EeKTaMU I'€HOB U Pa3INYHBIMU (DEHOTUITNYECKUMU
NPOSABIEHUAMU 3200/I€BAHUI; HEU3BECTHO, IOYEMY
NOCJIE JIUTEIBHBIX GECCUMITOMHBIX IPOMEKYTKOB
BPEMEHHU HEOKMJAHHO BO3HUKAET YATUHEHUE MHTED-
Bana QT npu CUHAPOME YAJIMHEHHOTO uHTepBana QT
WIH TIPEXO/AIAA dNeBauA cerMenTa ST IpH CUHAPO-
Me Bpyraja; kakoBa posb BO3PACTHOTO U TEH/IEPHOTO
(paKTOpPOB, 4 TAKKE APYIUX BHYTPEHHUX M BHEIIHHX
(baKTOPOB B KIMHUYECKOM MaHHU(ECTAUN CUMITO-
MOB; HET €IMHOTO MHEHUA O IMOKA3aHUAX K IPOBEJe-
HUIO 3/1EKTPO(PU3NONOTHYECKUX HCCIEJOBAHUH, UX
IPOTOKOJIAX, TAKTHKE BEJICHUA ACHMITOMHBIX IIAIIUCH-
TOB; BBI3BIBAIOT CIIOPBI BOIIPOCH O T€HE3€e IPOAPUTMO-
TEHHOTO JICHICTBUA HEKOTOPBIX JIEKAPCTBEHHBIX
CPeICTB, B YACTHOCTH, BOIIPOC O T€HETHYECKUX MEXa-
HU3MAX UX BIUAHUA, U T. [ 3aCIYKABAIONIEH BHUMA-
HUA TPEACTABIAETCA PACCMATPUBAEMAA B HACTOAIIEE
BpEMs KOHLIETIIIUA O TOM, YTO JJaXE B OTCYTCTBHE MyTa-
LU, BBI3BIBAIOIUX TOT WX UHOU CUHPOM, CYIECTBY-
IOIUI TEHHBIH TTOMMMOP(U3M MOKET 00YCIOBINBATH
BOCIIPUUMYHBOCTD K BOSHUKHOBEHUIO apUTMUH B 00-
meH MONYIANUM. DTU JAHHBIE JIOJLKHBI ITOCAYKUTDH
CTUMYJIOM JJI1 CHCTEMAaTHYECKOTO ITOUCKA T'€HOB, KO-
JTUPYIOIMX MOHHBIE KAHAIBI CEP/ICYHON MBIIIIBI, 71
TOTO 4YTOOBI BBIACHUTH, MOIYT JIU U3MEHECHUSA HYKICO-
THU/IHBIX IIOCIE/0BATENBHOCTEH OBITh (PaKTOpaMu pHC-
K4 Pa3BUTHA APUTMHUH y IALUEHTOB C UIIEMHUYECKOU
60J1e3HBIO Ccep/Ia U TUIepTpodueit MUOKAP/A.
Ocob0e MeCTo B CTPYKTYpE JETCKOH CMEPTHOCTH
3a4HUMA€T CHHAPOM BHE3AIHOM CMEPTH MJIA/ICHIIEB,
3TUOJOTHA M MEXAHU3M Pa3BUTHA KOTOPOTO OCTAIOTCA
IO CUX IIOp HE ACHBIMU. M CCIe0BaHuA JaHHOM IIPO-
671eMbI HAYAINCh HA 3amaje eme B 60-e rogsl. B Hacro-
AIee BpeMsa U3YYCHUEM CHHAPOMA BHE3AITHON CMEPTU
MJI3/ICHIIEB 3aHUMAIOTCA CIIEIUATUCTBI CAMBIX Pa3HBIX
001aCTeNl MEUIMHBL: IEAUATPHI, KAPJHOIOTH, HEBPO-
[ATOJIOTH, ICUXHUATPBL B 70-¢ roper B CIIIA Ha mapia-
MEHTCKUX CIYIIAHUAX ObUIM IIPHHATH! PEIIEHUS O BCe-
CTOPOHHEN MOJJEPKKE INPOTPAMM, INOCBANIEHHBIX
CHHZIPOMY BHE3AIIHOH cMepTH MaajeHIes. Takoe BHU-
MaHM€ MEJULUHBI U 00IECTBEHHOCTH K JAHHOM IIPO-
6neme He cnyvariHo. Tonbko B CIIA exerofHo xepTsa-
MH 3TOTO CHHJPOMA CTaHOBATCA IO MEHBUIEH Mepe
6000 mereii. BricOKUE TOKA3ATENN BHE3AMHON MJIAJIEH-
YEeCKON CMEPTHOCTH 3aPETHCTPUPOBAHBI Takke B Ho-
BOM 3enaHpuy, AHuY, ABcTpanuu. Cpefu IPUYUH
MJIAJIEHYECKON CMEPTHOCTU B HAIIEHW CTPAHE, KAK U B
CIIIA, mpeo6aafaloT MEPUHATANBHBIE COCTOAHUA H
BPOXJICHHBIC AaHOMAJINH, 4 HA TPETHEM MECTE CTOMUT
CUHJPOM BHE3AIIHOM CcMepTHU MmiajeHues. OfHON u3
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MHOKECTBA HO30I0THYECKUX THIIOTE3 PA3BUTHA ITOTO
MYJIBTH(AKTOPHOTO CHHZPOMA ABIACTCA «CEpAicuHas>
TUIOTE34, B OCHOBE KOTOPOH JIEXKUT BOSHUKHOBEHHE
(paTanpHBIX A1 OpTraHM3Ma peOEHKA HAPYIIEHUI Cep-
JEYHOTO PUTMA PA3IMYHOTO IPOUCXOKIECHUA, B TOM
YHCJIE ¥ TEHETUYECKOTO, CTENEHb 3HAYMMOCTH NTOCIE-
HETO €Ie NPEACTOUT MO0Ka3aTh. CErogHA aKTUBHO BeE-
IETCS TIOMCK I'€HETUYECKUX MAPKEPOB CUHPOMA BHE-
3aITHOM CMEPTH MIIAJCHIIEB, PE3YABTATBI KOTOPOTIO,
BO3MOXHO, MO3BOJAT MPEAYIPEAUTh BHE3AMHYIO
CMEPTD y MJIAJICHIICB.

MHTEpECHBIMU SBUIUCH PE3YNBTAThl U3YYEHUS NO-
paXEHUA MUOKAPAA IPU HACJIEACTBEHHBIX HEHPOMBI-
IIEYHBIX 3200JIEBAHUAX, XaPAKTEPHON OCOOEHHOCTBIO
KOTOPBIX ABIACTCSA HATMYKNE MyTAIIH T€HOB, KOAUPYIO-
WUX 6eaKku 1uTocKenera. OKa3aaoch, YTo y MalyeH-
TOB C TAKMMHU 3200/1€BAHUAMU KapUAIbHAS CUMIITO-
MATHKA MOXET HPOABIATBCA KU3HEYIPOKAOIMUMU
APUTMIAMH, YTO OOYCTOBIUBAET BLICOKUI PUCK Pa3BU-
TUA BHE3AIHON cepieyHoi cMepTu. M3-3a orcyrcrsus
OTIMCAHUA B OTEYECTBEHHOI TUTEPATYPE U KAPUOIO-
['MYECKON MPAKTUKE YPE3BBIYANHO BAKHOIO, C HAIIEH
TOYKU 3PEHUS, APUTMOJIOTUYECKOTO ACTEKTa HEHpo-
MBIIIEYHBIX 3200/I€BAHMH, Mbl PEIIIIM BKIIOYUTH B
3TOT HOMEP KyPHAIA AHATUTUYECKUH 0030p IO JIaH-
HOU Tpo6IeMe, OCHOBAHHBIM HA HAGMIONCHUAX 3apy-
OEKHBIX CIIELIUATUCTOB.

Haxower, mocieaHuil 0630p B HAaIIEM BBINYCKE MO-
CBAIIEH MEPCIEKTUBAM HCIIOIb30BAHNA HOBEHIINX TEX-
HOJIOTHH, O3BOJAIOIINX MAHUIYINPOBATD C TEHAMH U
KIETKAMY, B JIEYCHUU apuTMuil. Poxenue renHon u
KJIETOYHOH Tepanuu — HOBOH O6IACTU METUITUHCKUX
HAyK, ABWIOCH PE3YIBTATOM JOCTIKEHUI MOJIEKYIAD-
HO¥ OHOJIOTHH, TeHETHKH, TEHHOM M KJIETOYHOU HHXKe-
HEpUH NOCIEAHUX JeT. [IoHnManue MOJEKyIApHO-Te-
HETUYECKUX MEXaHM3MOB, JIGKANUX B OCHOBE APUT-
MU, IO3BOMIO HAY4Th IIPUMEHEHUE TCHHBIX U KIIE-
TOYHBIX IIPENAPATOB B JICYECHUM 3TUX 3200JCBaHUIL
B03MOXHO, pe3ynprarsl OyAyIUX HCCIETOBAHUI B
3TOI 06/1aCTH OTKPOIOT HOBbIE METOJBI I€UEHUS NAIIU-
€HTOB C JKM3HEYTPOXAOIMUMH HAPYIICHUAMH PUTMA
CepALa, KOTOpblE ABSUINCh Obl HE Ia/UIMATUBHBIMU,
KaK MCIIOIb3YEMBIC B HACTOAIEE BPEMA METO/IbL, 4 pa-
IUKAIBHBIMH — TIO3BOJIAIOMIUMHY IIPEJOTBPAIIATD U YC-
TPAHATH NO/JOOHBIE APUTMUH.

Hazerocn, 9To YuTaTey ¢ KHTEPECOM O3HAKOMATCA
€ paboTamMu, ONyOIMKOBAHHBIMU B 3TOM HOMEpE «AH-
HAJIOB APUTMOJIOTUM», M IONY4aT HPEJCTABICHHUE O
TOM, YE€TO MBI JOCTUITIU CETO/IHA U 9TO OCTANOCh HE BBI-
SICHEHHBIM B O0JIACTH HACJIEICTBEHHBIX APUTMOICH-
HBIX 3200JI€BaHUH.
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