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BHE3AITHAA CEPAEYHAA CMEPTD ITPH 3ABOJIEBAHUH ITOYEK

JI. A. boxepua®, M. b. Apycmosckuii, O. JI. boxepus, M. b. bunuaweuiu

Hay4HbIlh LEHTP cepaeyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, Mocksa

poHuueckoe 3abosneBaHue mouek (X3I1) sasas-
€TCsl Cepbe3HOI MPOOJIEeMOil 3MpaBOOXpaHEHMS
BO BCEM MUPE M UMEET BBICOKME MOKa3aTe/ I BeTpevae-
MOCTH, PacIpoOCTPaHEHHOCTH, 3a00JeBaCMOCTU U
cMmeptHoctH [38, 39, 44]. Berpeuaemocts X311 Ha paH-
HUX CTaAUsIX YBeJIMumiIach Ha 42% B TeueHUE TOCIEIHUX
5 JIeT, ¥ B HACTOSIIIIee BPEeMsT YUCIIO OOJTbHBIX TOCTUTACT
20 mmwmmoHoB [33]. YacroTa HOBBIX ciaydaeB X311 6onee
YeM B YEThIpE pasa Bblllie cpenr adhpoaMeprKaHIIeB U B
1,5 pa3a BbIIlIe cpemy a3UaTOB, YeM CPEIH €BPOTICHIICB.
Takke exerogHo pacTeT YMCJIO MaldeHTOB ¢ IOo-
cienHeit cranueit 3adbosneBaHus nouek (ITC3IT) [48].

* Anpec m1s iepenucku: e-mail: leoan@online.ru

PacnipoctpanenHocts ITC3I1 yBenuuusach moyTu
BaBoe B TeueHue 1988—1997 rr. O0I111as1 BCTpe4aeMOCThb
ITC3IT cymecTBeHHO BO3pocia 3a MOCIEAHIO JeKa-
my: ot 150 HOBBIX ciryyaeB Ha | MuTH HaceieHusI B 1988 .
no 287 ciyyaeB Ha 1 MaH HaceneHust B 1997-m [41].
B 1997 . Tompko B CILA 65110 BBIsSIBIICHO 80 248 HOBBIX
cayvaeB ITC3IT [48, 49]. Bctpeuaemocts ITC3IT B no-
cnemare 10 et 0cOOEHHO BBICOKA y adhpoaMepUKaH-
1IeB, Y MAllMEHTOB C CaXapHbIM AUA0ETOM U Y MOXUJIbIX
moneii [41]. [Ipu ecTecTBeHHOM TeUEHUHU TaHHOE 3200~
JIeBaHMe OBICTPO MPUBOAUT K cMepTu. YacToTa rocrnu-
tanu3anuit o nooxy ITC3II kpaiiHe BbICOKa U CO-
craBiseT 1,41 Ha OQHOTO MalMeHTa B rof, (B CpeIHEM Ha
oHoro nanueHTa npuxoautcs 10,8 koiikogHer [41].
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CMepTHOCTh IO TMPUYMHE MaTOJOTHM CEepACYHO-
COCYIUCTOM CHCTeMBI cpenu ImarueHToB ¢ [TC3I1 —
OJlHA M3 CaMbIX BBICOKMX IIpU y4yeTe BO3pacTa, paco-
BOM IMPUHAIJICKHOCTH, TI0JIa ¥ COITyTCTBYIOIINX 3200-
neBaHuii [14, 34], OTHOCUTENbHBLIA PUCK CMEPTU B
10—30 pa3 Bbille, 4yeM B oOwIei momnyasuuu [38].
ExxeromHast cMepTHOCTh Cpeiv TTAllMEHTOB B BO3pacTe
30 neT, HaXOMAIIMXCS Ha AMAU3E, COTOCTaBUMa CO
CMEpTHOCTHBIO cpeu tofaeit B Bo3pacte 75—80 set [35].
N3BecTHO, UTO ¢ HapacTaHWEM MMOYEYHOU NTUCHYHK-
MM TOBBIIIACTCS aOCONIOTHBIM PUCK CMEPTU, B TOM
yuciae y namueHTtoB ¢ [IC3I1 cMepTh mo mpuynHe
CEepIeIHO-COCYINCTON TMATOJIOTUM pPa3BUBACTCS B
40% ciyyaeB, n'y 20% u3 Hux BHe3anHas [10]. Cep-
nIeuHo-cocynucThie 3aboneBanus (CC3) Takke sSIBIIS-
IOTCSl CYLIECTBEHHOM MPUYMHOMN 3a007€BaeMOCTU U
CMEpPTHOCTH CPEIN IeTeil, HaXOMIINXCSI Ha XpOHIYC-
ckom auanu3e [1, 12, 38].

BueszanHag cepaeunas cmepts (BCC) vacto sBisi-
€TCsI IPUYMHOM JIETAJIbHBIX UCXOJO0B Y MAllMeHTOB, Ha-
Xomsimxcs Ha auanuse [24—28]. BokKuBaeMocTh cpe-
I yKa3aHHOM KaTeropruy MalieHTOB MOCJe OCTAHOBKHU
cepiiia OYeHb HU3KA, M 3Ta CUTYallusl B 3HAYMTEIbHOM
CTETICHM YCYTYOJsIeTCsT Majioit 3(pHEeKTUBHOCTBIO MM-
IJIAHTUPYEMBIX KapAuOBEPTEPOB-ae(UOPUIUISITOPOB
y OOJIBHBIX C TSDKEJTBIM 3a00JIeBaHMEM TIOUYEK U CepIed-
HoOi1 HepocTaTouHOCThIO [17]. Kpome Toro, addekTnB-
HOCTb CTaTMHOB B CHIDKCHUM PHUCKA Pa3BUTHUS Cepaed-
HO-COCYAMCTBHIX OCHOXHeHUil mnpu Haauuuu X3I1
ropasio HuXke oxuaaemoit [32].

OcHOBHas 1IeJb TaHHOTO COOOIIEHUSI — OObsIC-
Huth npupony BCC y manueHTOB ¢ 3abojieBaHUEM
MOYeK, PacCCMOTPETh BO3MOXHBIE MEXaHU3MBI, (hak-
TOpbl pUCKaA, a TakxXKe OOCYIWUTh IMpoOJeMy Mpeay-
npexaenusa u npopmnaktuku BCC y naHHO# KaTero-
puu OOJbHBIX.

BO3MOJKHBIE MEXAHW3MbI PA3BBUTH A

Casa3p Mexxnmy X311 u BCC paccmaTtpuBaetcs dac-
TUYHO C TOYKU 3PEHHUsI BOSHUKHOBEHUS KIMHUYECKU
3HAYMMBIX HapyIIeHU cepaedyHoro purtMa. beccrop-
HO, CYIIIECTBYET B3aMMOCBSI3b MEXKIY YXYILIEHUEM I10-
YeyHOU (hYHKIIMU U JIEKTPUYECKON HECTAOMIBHOCTHIO
MMOKapaa, KaK-TO: BOSHMKHOBEHHE IIpelCepIHO-XKe-
JIYIIOYKOBOM M MEXCKETyTOYKOBOU OJIOKA bl TTPOBEIe-
HUS, GUOPWIIISIIMY TIPEACePANI WM XKU3HEYTPOXKaI0-
IIIUX XKETyJTO0YKOBBIX apuTMuUii. BeposiTHOCTD pa3BUTHS
JKM3HEYTPOKAIONINX HAPYIIICHWI pUTMA BBIIIIC IIPU Ha-
JIMYMU COMYTCTBYIOIIUX CEPAECYHO-COCYIUCTHIX TMAaTo-
JIOTUA, TaKWX KaK HIIeMHIecKas OO0JIe3Hb cepala
(MBC), runeprpodus nesoro xkenynouka (ITI2XK), ap-
TepuaibHasl runeproHus (Al), xpoHuueckasi cepaey-
Hag HempocTtaTouHOCTh (XCH).

C TOUKM 3peHUs CEPIETHON NMEKTPOPU3NOIOTUH,
takue coctosiHus, kKak UBC, TJTI2K, AT’ u XCH, BbI3bI-
BalOT PeMOEIMPOBaHNE MOHHBIX KaHAJOB MUOKapaa

¢ hbopMHUpOBaHUEM ITPUOOPETEHHBIX CEPICYHBIX KaHa-
JIOTIATHIA, 9YTO TIPUBOIUT K YBEIUUCHHUIO PETIOISIpU3a-
LIMY XKeJYyAO0YKOB M Bo3dpacTaHuto pucka BCC. [laH-
HBII (h)eHOMEH OTHCaH KaK IMPUOOPETEHHBII CUHIPOM
yanuHeHHoro uHtepBana Q—T (LQTS), accouuupo-
BaHHBIN ¢ 3a00ieBaHueM [46]. [Ipy 5TOM yMeHbILIaeT-
Csl KOJTMYECTBO PE3ePBHBIX KaJMEeBbIX KaHAIOB (Orpa-
HUYEHUE «pe3epBa PEIOISIPU3alMi») 1 TTOBBIIIAETCS
YYBCTBUTEJIBHOCTh OCTaBIIMXCS K™-KaHaJIOB K MHIH-
oupoBaHMI0. TakuMm 00pa3oM, HazHaAueHMUE JIFOOBIX
MpenapaTroB, CIIOCOOHBIX MHTMOMpOBaTh K-KaHaJbl
(B ocHOBHOM [kr-KaHasbl), OyAeT MPUBOIUTH K YBEJIU -
YEHHUIO BPEMEHM TIOJIHOM PEeTOISIpU3aLNK KEeIyaI0q-
KOB, UTO, B CBOIO ouepeab, OyleT CIocoOCTBOBATh
nIambHeleMy yBeaumdeHno narepBana Q— 71 1 TTOBBI-
LIEHUIO PUCKA DPa3BUTHUS KU3HEYIPOXKAIOUIUX apuT-
MUt (JiekapcTBeHHast (popma MpUoOPETEHHOTO CUH/I-
poma LQTS).

ApPUTMOTeHHBI TOTEHLIMAA TPUOOPETEHHOTrO
cuHapoma LQOTS y malMeHTOB ¢ MOYEUYHOM MaTOIOTH-
eif TJIaBHBIM 00pa3oM TIpefoTnpeaesieH CIeAYIOIUMI
daxropamu:

1. DnekTpodU3noJ0rnyecKkoe pemMoaeIupoBaHue
MHOKapaa Ha (poHe COITyTCTBYIOIIMX 3a00JeBaHUIA
cepleuyHo-cocyaucToir cucrtembl, Takux kak WMBC,
ITEK, AT u XCH.

2. Mcnionp3oBaHKe B OOJBIINX 103aX MEIMKaMEH-
TO3HBIX CPEACTB, O0JAmAOIINX ITPOAPUTMOTCHHBIM
apdekToM, Ha (POHE HapyILIeHUsT UX MeTabonau3Ma 1
9KCKpeLuu (CM. puc.).

B Hacrosgiee BpeMst 3T 1Be (POPMbI MPUOOPETEH-
Horo cuHapoma LOTS (accouuupoBaHHBIN C 3a00J1e-
BanueM LQTS u nekapctBeHHas ¢opma LQTS) pac-
CMaTPUBAIOTCS KaK OCHOBHBIE TIPUYMHBI Pa3BUTHUS
BCC B Hedponornueckoii nmpaktuke. Hanboiee yac-
TBIMU TIPOSIBJICHUSIMU TIPUOOPETEHHOTO CUHIpOMA
LQTS sBrsttoTcsl apUTMUAN TUTIA «ITAPYIT» (torsade de
pointes — TdP), nonumopdHas keayaoukoBasi Taxu-
Kapaus ¥ BHe3aITHasl cepaedHast cMepTh. Puck pa3Bu-
THUSI apUTMUU TUIIA «[TMPY3T» 3HAYUTEJILHO BO3pacTa-
eT, KOT/a JeKapCTBCHHBIC IIpernaparhl, VIUTMHSIOIINE
nHTtepBan O— T, Ha3HAYalOTCsl BMECTE C Tpernaparamu
0O BEIIeCTBAMMU, 3aMEIISIONIMMU UX METaboInu3M
(TakuMu, Kak MHTHOUTOpHI 1uToxpoma CYP344 —
rperndpyTOBBIA COK, MaKpOJWUIbl, KETOKOHAa30J,
Ype3MepHOe KOJMUECTBO aJIKOTojIsI) OO Hapyllaio-
UMY UX 9KCKpenuoo. HapyiieHne modeyHoil 3Kc-
KpeLnK MpernapaToB, BIMSIONIMX Ha wHTepBan O—7,
y TIALIMEHTOB CO CHWXKEHHOM KITYOOYKOBOM (DUIIBTpa-
el MOXKET MPUBECTH K HEMpeacKa3yeMoMy ITOBBI-
LIEHUIO0 KOHIIEHTPALIMY JaHHBIX JIEKAPCTBEHHBIX Tpe-
mapaToB B KPOBHU, yIUIMHeHWIO WHTepBasa Q—T1T m
Pa3BUTHUIO ADUTMUM THUIIA «ITUPYIT». MeaIUKaMeHTO3-
HbBIE CPEICTBa, O0JafatoNe TPOAPUTMOTEHHBIM (-
¢ekToM, HEOOXOAMMO TPUMEHSTh B YMEHBIICHHBIX
nIo3upoBKax. Hampumep, aHTHapUTMUIECKUIA TIpera-
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DJIeKTpoKapArorpaMMa MaleHTKy, 76 JIeT, ¢ MOYSYHOM HEeT0CTaTOu-
HOCTBIO ¥ (pUOpHIUTALIMEH Tipencepanii Ha (poHe JICUSHUST COTATIOIOM:

a — 3anuch OKI' mocie COHTaHHOTO BOCCTAHOBJIEHMsI CMHYCOBOTo putMa. Ilocie
TpeICcepIHON SKCTPACUCTONbI (ITOKa3aHa 3Be3M0YKOi) BOSHUKACT Tay3a, 3aTteM (HK-
CUpYeTCst KOMIUIEKC C YUTMHeHHBIM nHTepBasioM O— T (yKa3aH CTPEKOii); 6 — 3armch
BKT cryctst HecKOJIbKO MUHYT. OTMEYaeTCsl SMU30/1 XKeJTyI0YKOBO TaXMKapIUK THIIA
«IIUPY3T»: TIOCIE YEThIPEX KOMIUIEKCOB MOJTMMOPMHOI JKeTyI0YKOBOI TaXUKAPIANK
BO3HUKAET May3a v (PUKCUPYETCs] CUHYCOBBI KOMILIEKC C PACIIMPEHHBIM 1 M3MEHEH-
HbIM UHTepBaJioM Q— T, KOTOPBIN TPEPHIBAETCSI OUEPEIHBIM IITM30I0M TaXUKapIUU
(«mpyaT»). YKa3aHHbIi CJTydail B BUIE YepeIOBaHUsI KOPOTKOTO, ITMHHOTO U KOPOT-
KOTO LIMKJIOB SIBJISIETCSI TUITMYHBIM ITPUMEPOM JIEKAPCTBEHHOM (hOPMBI IPHOOPETEH-
HOTO CHHIpoMa yiutnHeHHOro nHtepBaia O—7 (K dhakropaMm pucKa B JaHHOM CITydae
MOYHO OTHECTH KEHCKMUIA T10J1, HAa3HAaUeHUE CoTasioNa Ha (hOHE MOYEYHOI HEI0CTaTOY -

BHE3AITHAA CEPIEYHAA
CMEPTDb U TEMOJIUAJIN3

BCC moxeT pa3BuUThes Kak (aTajabHOe
ocinoxHenue remoauanusa ([1). Hanu-
yye COIYTCTBYIONIEH CepAeuHO-COCYAUC-
toit matonorun — IJI2K/AT (BcTpedaercs
y 80% nanumeHToB, Haxoasuxcs Ha []1),
XCH u UBC (¢ HanuuueMm wiu 6e3 C) —
criocoocTByeT passutuio BCC y manueH-
TOB, Haxomguiuxcsa Ha Il [7, 9, 16]. Pa3-
JINYHBIC XU3HEYTPOXKAIOIINE KETYI0YKO-
BbI€ apUTMUHU, TIpeAcepIHbIC HapyIIeHUS
pUTMa, a TaKKe CKPBITash WIIEMHSI MUO-
Kapia 4acTo BBISIBJISIIOTCSI TIPU XOJTEPOB-
ckoM MoHHMTOpupoBaHuu DKI, Bo BpeMs
npoBenaeHus ceanca 'l [4, 37]. Puck pa3s-
BUTHS HOBBIX TIPUCTYIIOB HAPYIIICHUIT pUT-
Ma BO3pacTaeT y IMalMeHTOB, KOTOPBHIM
MPOBOMSITCS CEaHCHl TEPUTOHEATBHOTO
nuanusa (I1J1), ¢ yBenmyeHUEeM YacTOThI
JKeyI0YKOBBLIX aputMuii oT 30 1o 43% u
CYNPaBEHTPUKYJISIPHBIX apuT™Muii ot 40 10
57% 3a mepuoa HaOIIOOEHUSI B CPEIHEM

HOCTHU, a TAKXK€ HEAAaBHEEC BOCCTAHOBJICHUE CUHYCOBOI'O pI/ITMa).

paT COTaJoJI ClieayeT Ha3HavyaTh B g03e 40 MT Imocie
ceaHca reMonMaiusa, yepes IeHb, TOTAa KaK OObIY-
Has ero gosa cocrtasiser 80—120 mr kaxabsie 12 4
(cMm. puc.).

K HekapmmoreHHBIM (aKTopaM pHCKa pa3BUTHS
npuobpereHHOro cuHapoMa LOTS B HedpoJIOrUM OT-
HOCSITCS:

1) HapyllleHue BBIBEICHUs IIpEIapaToB M3 Opra-
HU3Ma (HarpuMep, BCIEACTBYE HApyIIeHUs (GYHKIINT
TOYeK 1/WU TIeYeHN);

2) 3MeKTPOJUTHBIE HapylleHUsT (YBEIUYEHUE WU
cHkeHue conepxanus KV, cHmkenne Mg2*t, yBesn-
yenue CaZ");

3) ocTpass HeBpOJIOTMYECKas MATOJIOTUS (BHYTPH-
YyepermHble KPOBOUBIUSHMS, WMIIEMUYECKUIN WHCYJIBT,
YepeITHO-MO3TOBasl TpaBMa M T. 1I.) ¥ CaXapHBIi A1a0eT;

4) HapylleHue MUTaHus (HarpuMep, HEpBHas aHO-
peKcusl, TOJIONAHUE, AIKOTOJIU3M).

HaubGonee pacnpocTrpaHeHHBIMU (aKTOpaMu,
MpeapacoiaraloNMM1i K BOSHUKHOBEHUIO VTN YXY/I -
LIEHUIO TSKEJBIX apuT™Muii u pa3sutuio BCC, aBua-
IOTCS )KEHCKUI T10J1, TIOXWJION BO3pacT, MaToJIOTu4e-
cKasg OpagmKapaus WA TaxuKapaus. Y KeHIIUH B
TPU pasa yalle OTMEUYaeTCs MaToJI0rn4ecKoe yIInHe-
Hue nHTepBaga Q— 7T 1 CMEpTHOCTh OT MHIYIIUPOBaH-
HOI JIeKapCTBEHHBIMM TperapataMyd apuTMUU TUIMa
«mpyaT». HeoOXoaMMo yIUTHIBaTh BCe BO3MOKHBIC
3¢ dheKTh MeTMKaMEHTO3HBIX MTpernapaToB, Ha3Havyae-
MbIX nanueHtam ¢ X311, nas npenoTrBpallleHUsT pas-
BUTHUS KU3HEYIPOXKAIOIINX HapyIIEHUI CepaeuyHOoro
putma u BCC.

20+4 mec [42].

JoroaHuTebHbIE TTIPUYUHBI Pa3BUTHS
BCC y nauuneHnToB, Haxongmmxcd Ha ['], cBI3aHBI cO
3HAYUTEJbHBIMU KOJIEOAHUSMU CJIEAYIOLIMX MoKa3a-
TeJICH:

— KOHIEHTpalLUU 3JEKTPOJUTOB (TJIaBHBIM 00pa-
3om K*, monmsuposanHoro Ca?™ u Mg2*) [24];

— obbeMa LUPKYJUPYIOIIEH KUAKOCTH U apTepu-
aJIbHOTO JaBjeHus [25];

— KOHILEHTpalnuu 6ukapoonaros [29, 30].

YkazaHHble KOJIeOaHUST TPOMCXOASIT YaCTUUHO
M3-3a Pa3jIMIHOTO YPOBHSI COACPKAHMS Kalus M
KaJblIMS B IMAIM3aTe BO BPEeMsl IIPEABbIIYIIETO Jieue-
HUsI, a TaKKe OOJBIION BaprabeIbHOCTH IIpejiarae-
MbIX AWET IJIsI KOHTPOJISI TTOCTYIUICHUSI B OPraHU3M
IIPOIYKTOB C coaepKaHneM Kaaus 1 pocdaToB Kajb-
uus [18, 19, 23, 43]. Kaxaslit u3 3Tux (pakTopoB B
OTHEJILHOCTH WJIN UX KOMOMHAIIAS MOTYT CITIOCOOCT-
BOBaTh PAa3BUTUIO JIETAJbHBIX (hOPM 3JIEKTPUUECKOM
HECTaOWJIbHOCTU Ceplilia BO BpeMsl WK cpa3y mocie
ceanca I'JI.

[Mpu npoBeneHUN reMoaMann3a HadJtogaeTcsl Tak
Ha3pIBacMoOE T1apagoKcallbHOE YIUIMHEHNE WHTepBaja
Q—1Tc, 4ytO0, MO MHEHUIO MHOTHUX MCCleIoBaTesei,
CBSI3aHO C TIOBBIIIICHHBIM PHUCKOM pPa3BUTHS (haTajib-
HBIX apuTMuii. CUMTAETCsI, YTO TaKOe IapamgoKCasib-
Hoe yIIMHeHHne mHTepBajia O—7¢ cBsI3aHO ¢ Koyeba-
HUSMU KOHLICHTpAaLUKM KaJIksl BO BpeMsl reMoauaiunsa.
B wmnTepecHoM mcciaemoBanum H. Gussak m coaBT.
olieHUBaJICcsl MoKa3aTenab Q—7¢ y allueHTOB BO BpeMsl
npoBeneHust remoauanusa [20]. ABTOpBI MPUILLIUA K
BBIBOMLY, UTO YIUIMHEHUE UHTepBasia Q— Ic He ABsieTcs
MMapagoKCaTbHBIM U CBSI3aHO C IMMOBBIIIIEHUEM YaCTOTHI

AHHAJIBI APUTMOJIOM N, Ne 2, 2009
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CeplIeUHbIX COKpalleHUi (BepOsSITHO, BTOPUUHBIM, B
pe3yibTaTe yMEHbBIICHHUS O0bheMa BHEKIICTOYHOM
KMAKOCTU BO BpeMsl remonuanusa). Kak m3BecTHO,
uHTepBal Q—71c SBASIETCS TIPOM3BOMHBIM YaCTOTHI
CepIEYHBIX COKpaIlleHUN U aOCOJIOTHOTO 3HAYEHUS
MpOAOIXKUTENbHOCTU Q— T Y YIJTUHSAETCS PU YBEJIU-
YeHUU DTUX MapaMeTpoB. B naHHOM ciyyae yniuHe-
Hue uHTepBana O— Tc He SIBJISIeTCS CJIeICTBUEM U3Me-
HEHUi1 abcomoTHON JauHB MHTepBaia Q—7 [20].
ITo MHEeHMIO aBTOPOB, MexaHU3M apuTMoreHHocTu ']
CBSI3aH C TPAH3UTOPHOM (1ake KOPOTKOIT) BHYTPUKIIE-
TOYHOM TUIEpKaJUeMHeil W/WId TMIoMarHueMuen,
uHaynupoBaHHoi ['/1. JIpyrumu cioBamu, pe3koe CHU-
JKEHUE BHYTPMKJIETOYHON KOHILEHTpalUWU Kajaus Mo-
JKeT OBITh BBEI3BAHO PE3KMMU KOJICOAHUSIMU KIMHCTUKHI
Kausi ipu arpeccuBHoM nposeneHuu 1. Crnenyer ot-
METHUTh, YTO COOTHOIIICHNE BHYTPU- U BHEKJIETOYHOTO
KaJIMsl SIBJISIETCST TEOPETUYECKUM IToKa3aTeeM U He MO-
KT OBITh OINpENeeHO MyTeM U3MEPEHUs] KOHLEHTpa-
LI KaJIAS B CBIBOPOTKE KPOBHU.

Takum o0pa3oMm, MeHee arpecCUBHBIN TeMoaua-
JIN3, C MEHBIITUM TPAIVUEHTOM KaJvsl MEXIY AUaIn3a-
TOM U KPOBbIO, C OOJIbLIEN TTPOAOJIKUTETBHOCTBIO Ce-
aHca, C MEHBIIEH CKOPOCTHIO YIBTpadUIbBTpaALIuN
MOXKET CHU3UTh CEPAEYHO-COCYIUCTYIO CMEPTHOCTb,
CBSI3aHHYIO C IIPOBEICHNEM IIPOLICIYPHI.

OcHoBHBIE (PaKTOPBI pHCKA

Cyl1ecTBYIOT TPaAULIMOHHbBIC Y HETPAAULIMOHHBIE,
KapIMOTeHHbIe W HeKapIuOoTeHHbIe (haKTOphl pHUcKa
pazButusi BCC y martmeHToB ¢ X3I1.

Cpenu OCHOBHBIX (PAaKTOPOB pPUCKA, BIUSIONINX
Ha 3a00JIeBaeMOCTh M CMEPTHOCTb y MAIIMEHTOB C
TTC3I1, MOXHO OTMETUTh: 1) BBICOKYIO YAaCTOTY CO-
NYTCTBYIOILIEH CEPACYHO-COCYAUCTON TATOJOTUU;
2) uHGEKIMOHHbIE OCJIOXHEHUS; 3) aHeMu1o; 4) u3-
OBITOYHOE COAEepPXKaHWEe TOPMOHOB TTapAITUTOBUIHBIX
KeJie3; 5) MOrpeltHOCTY B 1ueTe; 6) pa3InuyHbIe SITPO-
TCHHBIC OCJIOXKHEHUS IIPOBOIMMOTO JICUCHUSI, HATIPH -
Mep, npu mnpoBeaeHuun ceaHca [JI: oOpa3oBaHue
TPOMOOTUYCCKUX HAJIOXKCHUI IIpU 00eCTIeYeHUU ap-
TEPUOBEHO3HBIX JOCTYIIOB, 2JICKTPOJIUTHBIC U MeTa-
OoJiMYecKre HapyLIeHUSI.

Cepaeqno-cocylmcnﬂe (l)aKTOpI)I pucka

C mporpeccrupoBaHUEM CTETICHM IMTOYEYHOM Hemo-
CTATOYHOCTH YBEJIMUYMBAETCS BIUSHUE CEPACUYHO-CO-
CYIMCTHIX (hakTOpOB pucka [2, 15]. Hanbonee yacto B
KJIMHWYECKOM TTPAKTHUKE COMYTCTBYIOT CIICAYIOIINE 3a-
0oJIeBaHMS CEPIEUYHO-COCYINUCTON CUCTEMBI:

1) nmemuyeckast 00Je3Hb Cepala;

2) apTepuanabHasi TUTIICPTOHUS U TUTIEPTPODUST MU~
oKapJia JeBOro Xelyaouka;

3) XxpoHUUecKas cepiedyHasi HeloCTaTOYHOCTb;

4) MeTabosnyecKas U ypemudeckas KapauoMHuo-
aTus;

5) nnabeTnyeckasi cepaedHasi aBTOHOMHasl HEBPO-
maTus;
6) 11000€ coueTaHue MEPEINCIICHHBIX 3a00JICBAaHUIA.

Hwemuueckas 6oae3ns cepoua

Cpenu nauueHToB ¢ X311 BbicoKka yacToTa BCTpe-
yaemoctu MBC [3, 48, 31]. AtepockiepoTuuecKkue
usMmeHeHns npu X3I1 xapakTepusyloTcsi HepaBHO-
MEpPHBIM MCTOHUYCHUEM MHTUMBI U MEIUM KOPOHap-
HBIX apTepuil, UX KaJbLIMHO30M. XPOHUUYECKOE BOC-
nasieHue u rurepdocdaTeMus SIBISIOTCS OCHOBHBIMU
MpUYMHAMU TIPOTPECCUPOBAHUS aTEepOCKiIepo3a KO-
pOHapHBIX apTepuit y namueHToB ¢ X3I1. Tumepdoc-
daTeMust M1 aCCOLMUPOBAHHbBIN C HEl BTOPUYHBIN TU-
IeprapaTUPEONIN3M BBI3BIBAIOT HapyIIeHHWE TOIAT-
JIMBOCTU COCYIMCTON CTEHKM, OTJIOXKEHHE B HUX Je-
mo3utoB Ca?t M moclenyoiyio Ipoarudepannio
riaakux Mbli. HeyauButenbHo, yTo runepdgocda-
TeMUS SIBJISIETCSI HE3aBUCUMbIM (DAKTOPOM CMEPTHOC-
TU y TIALIMEHTOB, HAXOAAIIMXCS Ha XpoHudeckoMm I'/1:
40% 13 HUX UMeIOT KoHLeHTpauuio PO, B riazme 60-
nee 6,5 mr/nn [46].

IMpubnusurenbHo 20% neTaabHBIX UCXOHIOB CBSI-
3aHO C pa3BUTHEM OCTPOTO MHGapKTa MHUOKapaa
(OUM) [45]. ConyTcTBYIOLIAsl MOYEUHAsT MATOJOTUS
3HAYUTEJIBHO YCIOXHSIET BeeHIE TAallUeHTOB C OCT-
PBIM KOPOHapHBIM CMHAPOMOM, TaK KaK MOBBIIIACT
puck pa3Butust ocnoxHenuii [3, 41]. [porpeccupo-
BAaHUE XPOHUYECKOM KOPOHAPHOM HEAOCTATOYHOC-
TU, BCJIEICTBUE HAPYILIEHUS 2JIEKTPOJIUTHOTO OaiaH-
ca, KHCJOTHO-IIEJOYHOTO paBHOBECHUS M OOBEMOB
UPKYJINPYIOMIEH KUIKOCTU, MOXET OBITh IPUIM-
HOM (aTaTbHBIX apUTMUIA BO BpeMs IIPOBEICHUS ce-
aHcos ['/1.

Tak, rpu peTpoCIieKTUBHOM UCCAEA0BaHUU 0O0Ib-
woit rpyrmnsl (783 171 mauueHT, KOTOPOMY BBITTOJIHS -
JIach Tepecajaka rmodek B repuomn ¢ 1977 mo 1996 rr),
y 4250 nHabmoganock pazsutue OMM. TocnuranbHas
JIETAJIBHOCTB cpean HuX coctaBuna 12,8% [26]. boiee
TOTO, MallUEHTHI C OCTPHIM KOPOHAPHBIM CUHIPOMOM
MMEIOT BBICOKWII PUCK pPa3BUTUS KPOBOTCUCHUI M
HUIIEMUYECKUX MPUCTYIIOB, KOTOPBIN BO3pacTaeT Mpu
YBEJIMYEHUHU TSKECTU MOYEYHON HEJOCTaTOYHOCTH.

Apmepuanvnas eunepmonus
U 2unepmpoqus Muoxapoa 1e602o yce.1y0ouxa

AptepuanbHast rurneptoHusi (AI') Habaomaercs
6osiee yeM y 70% MalMeHTOB, KOTOPbIE UMEIOT IMOKa-
3aHus as nposeaeHus I/l [49]. O0en3BecTHO, YTO
couetanne Al ¢ rumeprpodueii JIeBOTo KeaymodKa
(I'I2XK) saBasiercst pakTopoM pucKa pa3BUTUSL U TIPO-
IrpecCUpOBaHMS MOYCYHOM HETOCTATOYHOCTU. Takke
n3BecTtHO, yto I'JIK sBasieTcss He3aBUCUMMBIM (DaKTO-
pPOM prCKa BO3SHUKHOBEHUS PA3JIMUHBIX CEPAEUHO-CO-
CyIMCTBIX ocjioxkHeHuii. [To 3Toii mpuunHe 0O0JbllIoe
BHUMaHUE YIesieTcsl aJeKBaTHOW OIIEHKE CTEeTeHU
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AT u I'/T2K, HazHauyeHU10 3(pHEKTUBHOUN TMITOTEH3UB-
HOI Tepamuu IJisl CTa0WIM3alMKU ToKa3aresieil apre-
pUATBHOTO NABJIEHUS U PETpeccuu runepTpodun Mu-
oKapla JIEBOTO XeNydo4yKa B TEUYEHUE MJIUTEIbHOTO
nepuoja [5].

Xponuueckas cepdeunas nedocmamo4Hocmb

YacroTa rocnutanvM3alvy NalMeHTOB ¢ XpPOHUYEC-
Kol copMoii cepaeuHoii HegocTatouHoctu (XCH) B
MATh pa3 Bbilile cpeau nanueHToB ¢ X311 [6]. Exeron-
Has cMepTHOCTh cpenu rmanueHToB ¢ XCH u X3I1 co-
craBisieT 13%, oHa BbIlIe NMPU HATUIUU TTPU3HAKOB
aHeMUM, OCOOCHHO B CTapIleil BO3PAaCTHOM TpyIIIIe
00sbHBIX [29]. InarHo3 XCH MoxeT ObITh CHST y Ma-
IUEHTOB ITOCJIe IUan3a, TaK KakK 3aJep:KKa KUIKOC-
TU U COJIel MOXET YCTPaHSITbCSI BO BpeMsl YJabTpa-
¢unprpanuu npu nposenenuu [Jl, mocne yero
XapakTepHasi CHMIITOMAaTUKa — MTOHUXXEHHOE apTepu-
aJIbHOE JaBJIEHUE, BbIPAXXEHHAS ONbIIIKA, CJIa00CTh —
MOXET UCUYE3HYTh.

HeobxoamuMo MOMHUTB, UTO 3aAepKKa XXUIKOCTU U
coJsieit MOXeT OBITh CJIEACTBMEM HEaaeKBAaTHO ITPOBO-
IUMON ynbTpaduiasTpaliuiy B OOJIbIIIEH CTENEHU, YeM
Hanmmuusa XCH. Ha camoM fesie 0HOM M3 OCHOBHBIX
MPUYMH HealeKBaTHOM YJIbTpadWIBTPALIMK SIBJISIETCS
TUTIOTEH3HWSI BO BpeMsI IPOBEACHUSI TeMOAMaIn3a —
COCTOSIHME, KOTOPOE MOXET FOBOPUTH O MPOSIBICHUU
CH. HezaBucuMo oT mpuamHbI Bo3HUKHOBeHMsT CH
SIBJISIETCSl 3HAYUTEJIbHBIM (DaKTOPOM PUCKA Pa3BUTHUS
CepAEYHO-COCYIUCTHIX OCJIIOXHEHUI Y MallMeHTOB,
Haxogsgmumxcsa Ha T] [22].

Memaboauueckas u ypemuveckas xKapouomuonamuu

Cpenu naureHToB ¢ X311 yacto Haboaa0TCs pas-
JIMIHOTO POJIa KapAMOMUONIATUM, B OCHOBHOM TIO TIPH-
YMHE METa00IMYECKUX U YpeMUUIeCKUX HapylueHuit [12].
OCHOBHBIMM TTATO(PU3NOJIOTUICCKUMUA MEXaHU3MaMK
(opMupoBaHuUs KapAUOMUOMATUI SIBASIIOTCS: 1) UH-
TePCTULINABHBIN (UOP03; 2) 3HOOTeIMaIbHAs IVC-
byHk1ms. [MnepToHus 1 aTepoCKIIePO3 BbI3BIBAIOT Tie-
perpy3Ky OaBJICHHEM M TIPUBOMAT K (POPMUPOBAHUIO
koHueHTpuueckoi IJI2K, Torma xak aHemusi, U30bI-
TOYHBI 00BeM LMPKYJIUPYIOMICH XKUIKOCTH M apTe-
PUOBEHO3HBIE (DUCTYIIBI IPUBOIAT K TIeperpy3Ke oobe-
MOM U K (opmupoBaHuto aunartauuu JIK u TTIK
(TTpOTOPIIMOHATIEHOMY YBEJIMYEHUIO MAcChl M pa3Me-
poB JIK). YkazaHHbIe CTPYKTYpHbIE aHOMAJIWUU BbI3bI-
BalOT CHCTOJIMYECKYI0O M NMACTOJMYCCKYIO TUC(YHK-
. KimAW4Yeckn KapauoMHUONaTUsT MPOSIBISIETCS B
Bune CH u MUBC, maxke rmpu OTCyTCTBUM apTepHaTbHOMN
COCYAMCTOI MaTOJOTUM.

Jluabemuueckas cepdeunas agmoHoMHas Heaponamus

Hanuune caxapHoro nua6era (CJI) cyliecTBEHHO
ocnoxHsieT TeueHne X3I1. [TaieHTHI ¢ MOYeuHOI He-
noctatouyHocThlo, CJI 1 TurnepToHuei vaille UMelT

COIMYTCTBYIOIIYIO KApAMAIbHYIO MAaTOJOTUIO MO CpaBHe-
HUIO C MareHTaMH, y KoTopsix b CJ mmm AT [51].
Hopwmanuzanusi mokasateneil TIIOKO3bl B CHIBOPOTKE
KPOBU — HEOTbeMJIeMasl 4acThb YCIEIIHOTO BeIeHMUSI
MMALMEHTOB, HAXOIALIMXCH Ha TEMOIUAIIU3E.

(I)aKTOpr PHCKa, HE CBA3aHHbIE C MaTOoJIOTHeH
CeplIe‘IHO-COCYJ_II/ICTOﬁ CHCTEMbI

Iloueunvie paxmopot pucka

VYpoBeHb KITyOOUKOBOI (DUIBTpALlMU U MPOTEUHY-
pust (aTbOYMMHYpUST) SIBJSIIOTCSI B OTOEIBHOCTA U B
COYCTAaHMU HE3aBUCHUMBIMHM (paKTOpaMHM pHCKa OC-
JIOKHEHUI OT CepAeyHO-COCYIUCThIX 3a00JieBaHUM,
ocobeHHo cpenm mareHToB ¢ X3I1. CHmkeHne ypoB-
HSI KJIYyOOYKOBOW (PUIIBTPALIMU MOXET MPUBOAUTH K
YBEJIMUEHUIO TTopora AeUuOpUIISLIMY Y MAalMEHTOB C
UMILIAaHTUPYEMBIMU KapIHoBepTepaMu-aehruopuis-
Topamu. bosiee Toro, ypoBeHb KIIyOOUKOBOI (puibTpa-
LIMU Mepel onepauueir SBJISIETCS OMHUM M3 CaMbIX
3HAUYUTEIBHBIX MPEAUKTOPOB OMEPAIMOHHON 3a00-
JieBaeMOCTU M cMepTHOCTH [8]. Takke ¢ Tmoka3aTeisi-
MU KJIyOOUKOBOM (pUJIbTpaliMU CBsI3aHO (popMUpOBa-
Hue [JIK.

Ilpouue ghaxmopot pucka

Veenaunuenue pucka BCC y nanuenTton ¢ X311 mo-
JKeT OBITh CBSA3aHO TaKKe ¢ HAIMUMEM aHEMUH, TTOKU-
JIOTO BO3pacTa, TUCIUMUAEMUU, TUTIEPXPOMOLIUCTEU -
HEMHWHM, HapyIICEHHOTO MeTaboim3Ma KaJdbIusl U
docdopa, cocynucToii MaToJoruu. Y naiueHToB, Ha-
xonsuxcess Ha I, Hepenko oOHapy>XMBalOTCS pas-
JIMYHBIC BOCHAIUTENBHBIC MPOILIECCHl U CENTULICMUS,
BO3HUKAIOIIME TIPU CEPIEIHO-COCYANCTHIX 3a00JIeBa-
Hugx [30]. YacTtora pa3BuTtus 6aKTepruaJIbHOIO DHIO-
KapauTa npu JJUTeJIbHOM BeeHUU mauneHToB ¢ X311
3HAYUTEBHO BBIIIE, YEM B OOIICH ITOMYIISIINNT.

Takke K pakTOpaMm pucKa MpOrpecCupoBaHUs 3a-
0oJIeBaHMSI 1, CICIOBATEIBHO, BEPOSITHOCTU Pa3BUTHUS
BCC otHocsTCSl MCIOIb30BaHUE MEAUKAMEHTO3HBIX
IpernapaToB B OOJIBIIIOM KOJIMYECTBE, TUIIOIAUHAMMUS,
KypeHue, UYpe3MepHoe ymoTpeOIeHUE ajKorojsi, Ha-
pyIIeHWE TUETHI.

ITonBoast UTOT, MOKHO OIPeAe/INThL OCHOBHBIE (DaK-
TOPBI PYICKA Pa3BUTHSI BHE3AITHOM CEPICIHON CMEPTH Y
MMAIIMEHTOB C XPOHUYECKUM 3a00JIeBaHMEM TTOYEK:

1) HaM4YKe cepaeYHO-COCYAUCTOM MaTOJIOTUM: Ha-
mmune B aHamHe3e UBC, XCH, wiu AI'/TJIK, tpan-
3UTOPHBIX NIIEMUYECKUX aTaK, HU3KOM (hpaKILIMU BbI-
opoca JIZK, cocyaucToil maTojJOruu, U3MEHEHMU Ha
OKI (ocobeHHO HanMuyue MPU3HAKOB YIJTUHEHUST UH-
tepBasia Q—T);

2) Hajqu4ue OPYTUX TMAaTOJIOTMYECKUX COCTOSTHUIA:
Bo3pacTta 0osee 50 JeT, MpoaoIKUTETbHOCTA U UCTO-
pum nuanusa, uHceyanHozaBucumMoro CJI, runepdoc-
daTeMnu 1 OXXUPECHHUS.

AHHAJIBI APUTMOJIOM N, Ne 2, 2009
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CepledyHOo-coCcyaucTbie 3a00JieBaHUS SIBISIOTCS
OCHOBHBIMM IIPUYMHAMU TTOBBIIIICHHOI 3a00JIeBacMO-
CTU U cMepTHOCTH, B ToM yucje BCC y mauueHToB ¢
3aboseBanreM mouekK. [IpemympeskaeHue pa3BUTHS
BCC npu X3I1, ocobenno nipu [TC3I1, sBasiercst mpu-
OPUTCTHBIM HAIIpaBJICHUEM COBPEMEHHOM MEIWIIN-
Hbl. K coxasieHn1o, UCTIOIb30BaHUE IJIST ITUX LieJIei
COBPEMEHHBIX MEAMKAMEHTO3HBIX CPEICTB, a TaKXKe
UMILIAaHTUPYEMBIX KapAuOBEePTEepOB-AeOUOPUIIISATO-
poB He Bceraa apdextuBHo [17, 33]. MHorue dakTo-
pbl pucka BCC nipu X311 moryT OBITH OTIpeie/ieHbl, 1
X BIMSTHAE MOXHO KOHTpoJupoBath. [Ipemympeny-
TeJbHASI TAKTUKA, BKITIOYAIOINIAS] TIIATENbHBI KOH-
TpoJb OajaHca 2JeKTPOJUTOB, HazHaueHUue 3Pdek-
TUBHOTO JICYUCHUST OCHOBHOI CepAeUHO-COCYIUCTOU 1
MOYEYHOI MaTOJIOTMU, MOXET 3HAUUTEIbHO CHU3UTh
pa3BUTHE HEXeNAaTeTbHBIX OCiIoXHeHMi. K cambiM
BaXKHBIM MEXaHN3MaM, CIIOCOOCTBYIOIIMM CHIKEHUIO
CMEpPTHOCTH Y JAHHOI KaTerOpUM OOJIbHBIX, MOXHO
oTHecTU: 1) mpeaynpexneHue 1 TIaTeJIbHOe KOHTPO-
JINpOBaHWE TOKasaTeJieil apTepHUabHOTO TaBJICHUS,
2K, UBC u XCH; 2) uckiroyeHne Wi OTpaHNYCH-
HOE HCITOIh30BaHE MEIUKAMEHTO3HBIX CPEICTB, YBe-
mmunBatommx nHTepBail 0—7. Ha ocHoBaHWM mpoBe-
JIEHHBIX MO JAaHHOU MpobJieMe uccaea0BaHU MOXKHO
C YBEpPCHHOCTBIO CKa3aTh, YTO MEHee arpecCUBHOE
npoBeaeHue ceaHcoB ', ¢ MeHbIIUM I'palieHTOM Ka-
JINST MEXOY OWAJIN3aTOM W KPOBBIO, C YBEIMYCHHEM
MPOAOJIKUTEIbHOCTU camoro ceaHca IJI m mpeny-
TpeXICHNE TOTPEITHOCTEH TIPU YAbTpadUIbTpaIii,
HECOMHEHHO, OYIyT OKa3bIBaTh OJArONpPUSITHBIN (-
(bexT Ha JleyeHre TaKO HeMpOCTOil KaTeropuu 6071b-
HBIX [21, 32].
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