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6 I. Beegenune

|. BBEAEHUE

CMepTHOCTD OT CepAeIHO-COCYANCTRIX 3a00IeBaHmit B Poccun stBisteTcs
OJIHO¥ 13 HanboJiee BLICOKMX B MUpe U cocTaisieT 1462 Ha 100.000 xxuteneit
Broa [1]. CMepTHOCTh OT CEpAeYHO-COCYIUCTHIX 3a001eBaHUil B PD siBsi-
eTcsl OIHOI M3 Hanbosiee BBICOKMX B MUpe U coctapiseT 1462 na 100.000
xwuTenieii B rof [1]. OCHOBHBIC IPUIMHBI CMEPTH OT CEPACIHO-COCYINCTHIX
3a00JIeBaHNI — MPOTPECCUPOBAHNE XPOHUUYECKOM CEPIeTHON HETOCTaTOY-
HOCTH (OKOJIO MOJJOBUHBI BCEX JIETAJIbHBIX UICXOMIOB) U BHE3aITHAs cepleyHast
cmepthb (BCC) (npyras ronoBrHa). CoriacHO pac4eTHBIM JaHHbBIM B PMD BHe-
3aITHO OT CepACIHBIX IMTprInH exxerogHo ymupaeT 200.000—250.000 geroBex
[2]. CootBeTcTBEeHHO, TTpobiieMa BCC kpaliHe akTyalibHa T OTEYECTBEH-
HOTO 3ApaBooxpaHeHus . UHTepec K 3Toit TeMe 00yCIOBJIeH U TeM (haKToM,
yto yactota BCC nMeeT TeHISHIIMIO K yBeIn4eHN10. OUeBUIHO TaK Xe U TO,
YTO CYIIECTBYET BO3MOXKHOCTH MCITOIb30BaHMS 3((EeKTUBHEIX ITpOodrIaK-
TUYECKUX Mep, HAMPaBJIEHHBIX Ha YIIy4dIlIeHUE CUTYallH.

B npencraBneHHbix PekoMeHnanusix, pa3padboTaHHbIX HA OCHOBE COBpE-
MEHHBIX TOCTVKEHUI OTEYECTBEHHBIX U 3apYOCXKHBIX CIIEIINaINCTOB, pac-
CMaTPMBAIOTCS BOIIPOCHI IPOrHO3upoBaHus u npeaorspaiineHus BCCy pas-
JIMYHBIX KaTETOPUi1 OOJIBHBIX W TPYIIT HaceleHus. JlanHble PekoMeHmammm
MO3BOJISIT IIMPOKOMY KPYTY Bpadeit (TepaneBTOB, KaparuOJI0T0B, KAapIUOXU-
PYPTOB, pEHTTCHXMPYPIrOB, PEaHMMATOJIOTOB) B IOBCEIHEBHON KIIMHUIECKOM
MPaKTHKE BEIIBIATE (hakTopsl pricka BCC 1 B KaxkmoM KOHKPETHOM CITydae
pa3paboTaTh ONTUMAJIBHYIO IIPOTpaMMYy TI0 e€ MPOMUIaKTHKE.

Hactosiimue PekomeHaaumu siBasiioTCsl OMHUM 13 3TaIlOB CO3IaHMS U pea-
Jm3auny 3PdeKTUBHOM TTporpaMMbl TpodunakTuku BCC B Haielt crpaHe.

B ocHOBY HacTostmmx PekoMeHImammii JIeryio mpencTaBieHue 00 OCHOB-
HBIX U BTOpOCTeTNeHHbIX (hakTopax pricka BCC.

BrisiBIeHe OCHOBHBIX (haKTOPOB PUCKa MPEIoiaraeT BHIOOP B MOJIb3Y
boiee arpeccuBHBIX MeTOnOB NpodmiakTuku BCC (nmpoBeneHne MHTEPBEH-
IMOHHOTO /TN XUPYPTUUECKOTO JICUCHUS ).

Hannuwne BTopocteneHHbIX hakTopoB pucka BCC nmpenmnosnaraet ucnosib-
30BaHue 0osee caepKaHHOM TaKTUKU, KOTOpasl 3aKII04aeTcsl B MoIupUuKa-
uu (paKTOpPOB pUCKa Pa3BUTHUSI OCHOBHOIO 3a00JieBaHUSI Y KOHKPETHOTO
0O0JIBHOTO (HampuMep, OTKa3 OT KYPEHMSI, CHIDKCHUE MAaCCHI Tejla) U OITH-
MM3alMK eT0 MEIMKAMEHTO3HOTO JICUeHUSI.

Yuratenam, najsekum oT npoodneMbl BCC, xenaroimum riayoxe norpy-
3UTHCS B JAHHYIO TEMY, MBI PEKOMEHIYeM:

IlepBoe, — o3HakomuThbest ¢ I—VI rnaBamu;
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Bropoe, — ripu paboTe ¢ MalreHTOM C LENbIO OTIPEIEIEHUS] pUCKA U OCY-
mecTsieHus npodunaktuku BCC cienyet onpeaeauThesi ¢ OCHOBHBIM Iva-
THO30M U HaJIMYMEM U/WJIA OTCYTCTBMEM OCHOBHBIX (pakTopoB pucka BCC.
ITocne 3Toro 03HaKOMUTBCS ¢ pyOPUKOIt cTpaTU(UKALIMU pUCKA U TPOPU-
naktuku BCC npu cooTBeTcTBYIOIIEM 3a00eBanuu B riase VII;

TpeTbe, — peKOMeH a1, MPeACTaBIeHHbIE B COOTBETCTBYIOLLEM pa3zesie
rmaBel VII, mpenjaraeM cuutaTth pyKOBOICTBOM K IE€MCTBUIO.
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Il. MEXAHU3MbI U NPUYUHBI BCC.
ONPEAOENEHUA U TEPMUHBI

Onpenenenne BCC. IToa BHe3arHot cMepThiO MOHUMAIOT HEHACUJIbCTBEH -
HYIO CMEpPTh, Pa3BUBIIYIOCS MOMEHTAJIPHO WJIM HACTYIIMBIIYIO B TEUCHUE
yaca ¢ MOMEHTa BOBHMKHOBEHMSI OCTPBIX M3BMEHEHUI B KIIMHUYECKOM CTa-
Tyce bosibHOTrO [3—5].

Crenyet pa3nmuaTh 6He3anHyo cepdeunyo cmepms (BHE3aITHasI CMEPTh OT
CepICYHOI MPUINHBI) U 6He3anHyro cmepms. Kputepun AMarHoCTUKY TOCTIe]I-
Heli cxomHb ¢ onpeneiaeHrueM BCC, ¢ TeM oTinyueM, 4To BHE3aImHast CMEPTh
pa3BUBAETCS B pe3yiIbTaTe HeKapaIUaIbHBIX IIPUIMH, B YACTHOCTH TaKMX KaK
MacCUBHasi TPOMOOAMOOIIHS JIESTOYHOI apTepuu, pa3pblB aHEBPU3MbI COCY-
JIOB TOJIOBHOT'O MO3Ta  T.JI.

Mexanm3mbl BCC. CoriacHo maHHBIM, TOJYYeHHBIM TIPU TTPOBEIEHUM
XM-9OKT 'y nauyeHToB, yMEpIMX BHE3aITHO, YCTAaHOBJICHO, YTO B [OAABJISTIOIIEM
GosbLIMHCTBE ciiydaeB (85%) mexanusmamu pa3putust BCC sIBIsSIIOTCS Kety-
JIOYKOBBIE TAXMAPUTMUU — KeJTynoukoBas Taxukapaus (KT) u bubpuuisuys
xkemynoukoB (P2K) ¢ mocaeayronmm passutreM acuctoiauu. Ocrasivecst 15%
TIPUXOJSTCS Ha 0JTI0 OpaaraputMuii u acuctonuu [6—8] (puc. 11.1). PazBuTue
OCTpPOI JIEBOXKETYIOUKOBOI HEMOCTATOYHOCTH Ha (pOHE apUTMUU COMIPOBOKIA-
©TCs HapyIIeHUSIMU, KaK CCTEMHOI TaK ¥ PETHOHAPHOM TeMOIMHAMUKH, , TIPe-
xpe Bcero co cropoHbl LIHC. B pe3ynbTate MOryT BO3HUKHYTh HEOOpaTUMBbIE
M3MEHEHUSI B )KU3HEHHO BaXKHBIX OpraHax, IPUBOISIINE K JIETATbHOMY HCXOMY.
IToaTOMY KITI0UEBYIO POJIh B KITMHIYECKOM MHTEPITPETAIINN 3T0KAYeCTBEHHOTO
TeUeHUsT JTI000I apUTMUM U OTIPEICICHMS €€ XKU3HEYTPOXKAIOIIETO XapaKTepa
cJleyeT CYMTATh. BOBHUKHOBEHHE 00MOpPOKa, IpenoOMOopoKa, ToJI0BOKPYKe-
HUSI, apTepraIbHOM TUTIOTEH3UH,, TIPOTPECCUPOBAHNE TTPOSBIICHUIA CePACUHOM

15%

45%

Puc. Il.1. Mexanuambi BCC. [NpencraeneHa

[auarpamma, otobpaxaroLLast porb pasnuy-

HbIX BUAOB HapyLeHWs putma u npo-

BOAMMOCTU cepaua B passutun BCC.

40% Bpaon — nons 6paancUCTONMYECKNX Ha-

pyweHun npmsogsawwmx kK BCC; ®X — du-

m Bpa)m- O ®OK OKT H6punnsauma xenynodkos; XKT — xenynoy-

KOBasA Taxuvkapaua.
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HEI0CTaTOYHOCTH, CTeHOKapauio. Hammaue min oTcyTCcTBUE ITPEACYIeCTBYIO-
11IeH CTPYKTYPHOU MATOJIOTUU CEPIILIA MOXET UMETh OTPENEIIAIOLICE 3HAYEHUE
JUTSI aanTaldOHHBIX U3MEHEHUI TTapaMeTpoB CEpACYHOro BhIOpoca, a 3HAYUT
M JUTS XapaKTepa KJIMHUYECKOTO TeUEeHUST apUTMUM.

YV nanmeHToB ¢ OTCYTCTBUEM BhIPasKEHHOM CTPYKTYPHOI MaTOIOTMU cepLia
BCC, xak npaBuio, BO3HUKAET U3-3a pa3Butus noaumopdHoit KT unm 2KT
1o Tumy torsades de pointes [3]. Y OOJbHBIX C HATMYMEM CTPYKTYPHOI MaToJI0-
ruu cepaia, B yactHocty ¢ MBC, XeaynmoukoBble apuTMUU BO3HUKAIOT JIMOO
13-32 MOSIBJIEHUSI OCTPOi MIIIEeMUN MUOKap/a, TM00 B pe3ybTaTe peaau3alun
MeXaHU3Ma pe-eHmpu B 00JIaCTH MMOCTUH(MAPKTHOTO pyoO1Ia (B 3TOM CllyJae Hapy-
LLIEHUSI KOPOHAPHOTO KPOBOTOKA HE SIBJISTIOTCS MPUIMHOM aputMun) [3—3, 9].
Yto KacaeTcst OpanCUCTOIMIECKIX MEXaHU3MOB, TO CLICHAPUIA, CBSI3aHHBIM C
MX BOSHUKHOBEHMEM, XapaKTePEeH LIS IMAalMEHTOB C TEPMUHATbHBIMU CTATUSIMU
CTPYKTYPHOI IaTOJIOTMU CePIILia ¥ OTHOCUTEILHO pelioK (tocturaeT 15%) [3—8].

ITyckoBbIMU (hakTOpaMU pa3BUTKS (DaTATBHBIX APUTMUI MOTYT SIBJISITHCS I3ME-

HEHUS TOHYCA BEr€TaTUBHOI HEPBHOM Tabnuya Il.1
CUCTEeMBI (TIOBBIIIEHNE cUMITaThUUe- [pMYMHBI BHE3anHoW cepaevyHol cmepTu
CKOTO ¥/WIN TIOHIKEHUE MapacuM- __ (aAanTupoBaHo u3 J. Ruskin, 1998)

MaTUYECKOro), (hr3ndeckas Harpyska, |VBC
TMpUeM HEKOTOPBIX JIEKAPCTBEHHBIX |ANNaTtaunoHHas kapanomuonarns
CPEIICTB, AJIEKTPOIUTHBIE HAPYLLICHUs, | MNepPTPOdUA nesoro xenynoyka
TOKCHYECKIIe BO3IEHCTBYS, TUTIOKCHsT.  |TMNepTPOdueckas kapavommonaTys

BepositHocts BCC y i ¢ Hasm- npuobpeTeHHbIE MOPOKY cepaLa
YMeM CTPYKTYPHOU marosoruu |BPOKACHHEIE OPOKY Cepaya
cepJla B TeUCHME Toaa B 7,5 Bblle, |[oCTPeM MAOKapAMT
yeM y MALUEHTOB 663 CprKTypHOﬁ apuTMoreHHas aucnnasua NpaBoro Xenyaovka
maronoruu cepaa [10, 11]. Cpean aHOManuu pasBuTUS KOPOHAPHbBIX apTEPUN

, 11].
o o capkomaos
3a00JeBaHUil cepllla OCHOBHOM aM‘;HOfAm
npuuuHoit BCC saBnsiercs UBC,
" onyxonu cepaua

Ha OJII0 KOTOPOI MPUXOAUTCS 10
807 [3—8] K oMe LVBEPTUKYNbI NEBOIO Xenyaoyka

o BCEX CIIy4aeB - Kpome [ com wPw
MUBC, BCC BcTpeuaeTcs y namu-

CYHAPOM YANMHEHHOro nHTepsana QT
eHToB ¢ mwiataimoHHoi (JAKMIT) cnHapom Bpyrana

[3—8] u runepTpoduUEcKoit Kap- | arexonammHuyscTenTensHas nonumopdHas
nuomuonatusiMu (FKMIT) [3—8], |xenygoukosas Taxvkapaus

APUTMOTEHHOM NUCIIIA3UEN TPa- |cuHAPOM KOPOTKoro uHTepsana QT

Boro xexynouka (AIITXK) [3—8], |nekapctBeHHasi npoapuTmus

Mnpu CUHIpoMax bpyraga m yajm- |kokauHoBas MHTOKCUKaLWS

HEHHOTO MHTEepBaja QT, aHOMA- |BblpaXeHHbI 3NeKTPONUTHLIN ancbanaHc
JIUAX pa3dBUTUS KOPOHAPHBIX apTe- vavonartnyeckad XxenynodkoBas Taxvkapans
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pUit ¥ APYrUX MAaTOJOTMYECKUX COCTOSTHUSIX, TIepeueHb KOTOPBIX MPEeACTaB-
JieH B Tabnuue I1.1.

Onpeaenenns v TepMubbl. Ham nipeacTabiisieTcs 1eaecoo0pa3HbIM B 1aH-
HbIX PekoMeHaalusx 1ath onpeaejeHue OCHOBHbBIM TEPMUHAM, KOTOPBIE B
rnocjeaylolleM OyayT BCTpedyaTbes najee mo tekcry (tadauua I1.2).

Tabnuua I1.2
CnoBsapb TepMuHOB (no andasuTy)

Il. MexaHn3mbi u npuynHel BCC. OnpeaeneHnst u TepMuHbI 1

Xenydo4ykoeass maxukapdusi d8yHanpaeneHHasi — XXT C ansTepHaLlmein SneKTpu4eckomn ocu
cepALa Bo (pOHTaNbHOMN MIOCKOCTY; ee pa3BUTNE YacTO CBS3AHO C WHTOKCUKaLWen CepaeyHbl-
MU IMUKO3UAAMMU.

Xenydoykosas maxukapousi MoHomopghHas — XKT, umetoLLasi HeM3MEHHYO MOPAOMOTUIO KOM-
nnekca QRS B 12 otBegernsix noBepxHocTHOM IKT.

Xenydo4koeass maxukapousi Heycmouyueasi (HXT) — KT, cocTosiLas kak MUHUMYM W3 4-X xe-
NYA04KOBbIX KOMMEKCOB, MakCMarbHOW MPOAoMKUTENbHOCTBIO He Gonee 30 ¢, koTopas npekpa-
LL@eTCst CaMOCTOSITENBHO.

Xenydo4kosass maxukapdusi mo muny torsades de pointes — XT, koTopasi 06bI4HO accouuu-
pyeTtcs ¢ yanuHeHnem nitepeanos QT unu QTc. IKI™ Bo Bpems apuTMmn xapakTepusyeTcs «CKpy-
YMBaHMEM» HanpaBeHHOCTW KoMniekcoB QRS OTHOCUTENBbHO M303MEKTPUYECKON NINHNM.

Kenydoukoeass maxukapdusi nonumopgpHasi — XXT, BO BpeMsi KOTOpPOM B 12 0TBEAEHUSIX NOBEPX-
HocTHoM JKI™ n3mensietcs koHdurypaumus komnnekca QRS. YacTota akTusauuy Xenyaodkos Ha
doHe XKT HaxoauTcs B Ananasore ot 100 go 250 B MUHYTY.

Xenydoykoeass maxukapdus ¢ yupkynsyuel uMnynbca no Hoxkam nyyka luca no mexa-
Hu3my pe-eumpu (bundle-branch re-entrant tachycardia) — pa3snBaeTcs BCrieacTBue pea-
nM3aunmn MexaHnama pe-eHTpu B cucteme Mmca-lNypkuHbe. O6bI4HO, Ha noBepxHoCTHOM OKI
peructpupyetcs XT ¢ koHdurypauuen komnnekca QRS no tuny 6rnokagbl 1EBON HOXKM NyY-
ka Muca (BJIHMT); BbickoyacToTHas (okono 200 yoapoB B MUHYTY); YacTo BO3HUKAET Yy nauu-
eHToB ¢ AKMIT.

Xenydoukoeass maxukapousi ycmoliiyueasi (YXKT) — ato XT npogomxutensHocTbio 6onee 30 c,
3a4acTyH0 He KynpyHoLLasicsi CMOHTaHHO.

Xenydoykosebie HapyweHusi pumma 2emoduHaMmuyecku HecmabunbHeie — X, TXK, ycToii-
unBasi/HeycTonumBast XKT n/unu xenyno4koBas SKCTPACUCTONNS, KOTOPbIE COMPOBOXAAKOTCS Bbl-
paXxeHHbIMU reMOAVHAMUYECKM 3HAYUMBIMW KIMHUYECKUMMU NPOSIBIEHUSIMU (TONIOBOKPYKEHNE,
MPECUHKONE, CUHKOME, TUMOTEH3US, NMPOrPECCUPOBAHNE NPOSIBEHWIA CEPAEYHON HEAOCTaTO4HO-
CTM, CTEHOKapaust).

Kenydoukoseble HapyweHuUs1 pummMa 2eModUHaMu4ecKu cmabusibHble — YCToYMBas/HeyCcTom-
yueas XT n/mnu xenygoykoBas akcTpacucTonms (K3), KoTopble CONPOBOXAAITCA MUHUMATbHbI-
MU KIIMHUYECKW NPOSBIEHNAMM (HanpyumMep, Nerkoe roroBOKpYXeHue, oLLyLeHne cepalebneHns,
TeHAeHUns K FVII'IOTOHVII/I).

OcmaHoeka kpoeoobpaleHusi (ocmaHoeka cepduya) — npekpalleHne cepaeYHO-CoCyancTom
NeATenLHOCTH

OmHouweHue waHcoe — Mepa BbIPAXEHHOCTU CBS3W MEXAY COCTOSHUEM UMK BO3AENCTBUEM U
3abonesaHuem Unu ucxopoM. LLiaHe BO3HUKHOBEHUSI COBbLITUS SIBMSIETCS OTHOLLEHUEM MEXIY Be-
POSITHOCTbIO €r0 MOSIBMEHNS U BEPOSITHOCTBIO €r0 HEMOSIBNEHNsl. OTHOLLEHWE LLAHCOB BbIYUCHIS-
€TCs B pesynbrare AeNneHUs BEPOSITHOCTU NOSIBIEHUs COBbITUSI B OQHOM rpynmne Ha BEPOSITHOCTb
€ro nosiBneHusi B apyron lleHempaHmMHOCMb — NONynsILMOHHOE NOHSITUE, 03HAYAET LOMH0 UHAN-
BMZOB, Y KOTOPbIX UMEIOTCS MPOSIBMEHNS Kakoro-nubo npusHaka (3aboneBaHust), cpeau Beex Nn,
obnapatoLLmx MyTaLmei B 3aMHTEPECOBAHHOM FeHe;

Mpo6aHOd — NepBbIii YNEH CEMbY, KOTOPbIN/MO NOBOAY KOTOPOTO MPOBOANTCS MEAUKO-TEHETUYECKoe
KOHCYMbTPOBAaHKE;

lMpoghunakmuka eHe3anHoli cepOe4yHOl cMepmu — 3TO KOMMIIEKC MEPONPUSTUI, NMPOBOAUMbIX
Y WL, NEPEXUBLLUMX CEPAEYHbI apecT (BTopuYHasi npodunakTuka) unu y naumeHTos 6e3 anuso-
[10B CepAEYHOro apecTa B aHaMHe3e, MMEIOLLNX BbICOKUIA puck passutua BCC (nepsuyHas npo-
cunakTuka).

PacnpocmpaHeHHOCMb 3abosnegaHus — [ONS NAL, B nonynauun, UMerLnx JaHHoe 3abonesa-
HUE B AaHHbIV nepuoa BpemeHu

Puck omHocumernbHbIl — OTHOLLEHWE YacTOTbl BO3HWKHOBEHUS! COBLITUS B IACCJ'Ie,ElyeMOVI rpyn-
ne K YacToTe BO3HUKHOBEHWS COBbITUS B KOHTPOSTbHOM rpynne

CepdeyHbliil apecm — 3T0 NpeKpaLleHne cepaeyHO-COCYANCTON AesTeNbHOCTY BCIEACTBIE Xe-
NYA04KOBOM Taxvkapann niumm oubpunnsaLmnm xenyno4KkoB, AOKYMEHTUPOBAHHBIX 3MeKTpokapan-
orpaduyeckum cnocobom (6e3 SKI-BepudmkaLmm He CyLLecTByeT AenHULMM).

TpenemaHue eny004K08 — OpraH13oBaHHasl (konebaHusi AnuHbI Lukna He npesbilatoT 30 Mc) xe-
nyno4KkoBasi apUTMUS C YacTOTON aKTUBaLMK Kenyno4kos okoro 300 B MUHYTY (AnuHa uukna — 200
MC), XapaKTepu3ytoLLasics MOHOMOPHON koHurypaumen komnnekcoB QRS Ha noepxHocTHo KT
11 OTCYTCTBMEM 1303MEKTPUYECKOTO MHTEPBANA MEXAY COCEAHUMM XKENyLO04KOBLIMI KOMMMEKCaMM.

¢aKm0pbl PUCKa — 3TO KNnHN4YeCKne Npu3Hakn, ykasblBarLlne Ha BEPOATHOCTb Pas3BUTUSA BCC y
KOHKPETHOro nauneHTa B TeKyLleM KaneHaapHom rogy.

Gubpunnsyus xenydoykoe — BbICOKOYACTOTHbIN, 06bl4HO Gonee 300 yaapos B MUHYTY (AnWHa
umukna coctasnsiet 180 MC 1 MeHee) HeperynsapHbIN Xenyao4KoBbI PUTM C BbIPaXXEHHOW Bapua-
6enbHOCTbIO ANUHBI LyKIa, Mopdonorui 1 amnnutyael komnnekcos QRS.

Yacmoma ecmpevyaemocmu (uHyuGeHmMHocms) 3abosiegaHust — [ONS NUL, B NONYNSLWN, Y KO-
TOpbIX 3a00neBaHne BO3HWKAET B TeYEHWE ONpeneneHHOro NpoMeXyTka BPEMEHN.

OKcnpeccusHOCMBb — CTENEHb KONMYECTBEHHOMN BbIPAXXEHHOCTH Kakoro-nmbo npusHaka (3abo-
neBaHus).

Sgpghexkm apummozeHHbIl — NPSAMOI pe3ynbTaT HeNnpesckasyeMoro aneKTPOdU3NoNornyeckoro
[EiCTBUS aHTUAPUTMUYECKOTO Npenapata Ha KINeTkU NPOBOASLLEl CUCTEMbI CepaLa 1 M1oKapzaa,
00ycrnaBnMBatoLLMin NOSIBNEHNE HOBLIX apUTMUii

Sgpghexkm npoapummuyeckull — yTsHKENeHNe KIMHUYECKOTO BapyaHTa TeYeHUs Uunm yxyaie-
HWe XapaKTepUCTUK NPEeLCYLLECTBYIOLEeR apuTMIUM, BCIIEACTBIME HAa3HAYEHUs aHTUApUTMUYECKON
Tepanum
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ll. KNACCbl PEKOMEHOALMA U YPOBHU
AOKA3ATEJIbHOCTHU

[MonoxeHust HacTosMX PekoMeHmaiuii 6a3upyroTCcsl Ha COBPEMEHHBIX
MPUHIIMIIAX TOKa3aTeJbHONM MEIUIIMHBI U TIPEACTaBICHBI B BUIE KJIACCOB
MOKa3aHU C TeM WJIX MHBIM YPOBHEM H0Ka3aTeIbHOCTU KaK IIJISI METOIOB
MUarHOCTUKU, TPUMEHSIEMBIX ITpU cTpaTrduKanuu pucka BCC, Tak u MeTo-
noB ee nmpodunakTuku (tadomuua I11.1).

YpoBeHb 10Ka3aTeIbHOCTU TOTO WM MHOTO MOJIOKEHMST CYUTACTCS:

* Hauebicuum (Kacc A) — TIpyU HAJTMYNUM TaHHBIX OOJIBIIIOT0 KOJIMYECTBA
PaHIOMM3UPOBAHHBIX KIMHUYECKUX MCCICIOBAHUI 1/WIN TaHHBIX
MeTa-aHaJln3a.

* cpednum (Knacc B) — mipu HaIMIMM OrpaHUYEHHOTO KOJIMYECTBA PaH-
JTIOMM3UPOBAHHOTO (OIHOTI0) 1/WI1 HEPaHIOMM3MPOBAHHBIX UCCIIEI0-
BaHUMN.

* Huswum (knacc C) — ecam OCHOBaHUEM TSI €T0 BBEICHUS MOCITYKIIO
OIMMCaHME OTACNBHBIX KIMHUNYECKUX CIIydyaeB U/WIN MHECHHUE KCIIep-
TOB.

Tabnuua Ill. 1
Knaccbl nokasaHui

Knacc nokasanumn KommeHTapum

Ycnosws, NS KOTOPbIX MMEIOTCS AoKa3aTenbCTBa U/Mnv eAMHOLYLIME O NONb3e
1 3h(HEKTUBHOCTY ANArHOCTUYECKON NPOLIeaypbl MMM METOAA NeYeHns
Ycnosws, ANns KOTOPbIX MMEIOTCS NPOTUBOPEYMBLIE CBUAETENLCTBA /N pac-
Knacc Il XOX/AEHUE MHEHMIN OTHOCUTENBHO MOMb3bl 1 3WPEKTUBHOCTU ANArHOCTUHECKO
npoueaypbl U1 MeTofa neveHns

Knacc |
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I'Ipeoﬁna,qaroT [OKasaTtenbCTea Unn MHeHUA B Nonb3y [OMarHoCTUYeCKon npo-
Leaypbl unu metoda nevyeHunsa

Knacc lla

Monb3a un 3q)¢)eKTVIBHOCTb [MarHoCTUYECKO npoueaypbl U metoaa nevyeHna

Knacc llb
MeHee 060CHOBaHbI JoKa3aTenbCTBamMm 1 MHEHUEM SKCNEPTOB

YcnoBus, Anst KOTOPbIX MMEKTCS [0Ka3aTenbCcTBa W/uny eavHogyLve o Tom,
Knacc Il 4TO [aHHas AuarHocTuyeckasi NpoLeaypa Wnn MeTo NeveHus He siBRsieTcs
MonesHbIM 1 3EKTUBHBLIM, @ B HEKOTOPbIX CMy4asix MOXeET NPUHOCUTL Bpes,

IV. SNMMAEMMNONOINnNA BCC

JaHHble oUIMATBHBIX cTaTUCTUYeCKX oT4eToB B PD (LleHTpanbHas
0a3a cratucTuieckux naHHbIx DenepanbHOI CTYXObI TOCYIapCTBEHHOM CTa-
TUCTUKU, WWw.gks.ru/dbscripts/Cbsd) He comepxkat nH(DOpMAIIUM OTHOCH -
teabHO BCC B cTpyKTYype cMepTHOCTH HaceaeHnsT Poccun. PacueTHbie maH-
HbI€, COCTaBJIEHHbIE C YYeTOM KOG MUILIMEHTOB, MOJIYYEHHBIX B XO/1€ dMHUIC-
Muonorndeckux ucciaenoanuii B CLLIA u ctpan EBporibl, CBUIETEIBCTBYIOT
0 IIMPOKOM IHaria3oHe Bo3MoxHoit yactoTel BCC B Poccum B rom — ot 141
ThICSY YesoBeK 10 460 Teicsu (tadnmua IV.1). OgHako Goliee peabHBIMKA
npenctapisiorcs 3HaueHus: 200—250 TeicsTd yenoBek B rof [12].

ITepsrie smuaemuoaornueckue ncciaenopanuss BCC Ha TeppuUTOpUT OBIB-
mero CCCP 6butu BbINOMHEHBI B 70-X rogax MpoIUIOro CTOJETUSI B paM-
kax nporpammbl BO3 «Peructp octporo UM» [13]. Ha 100 000 HaceneHust
r. MOCKBBI aBTOpaMHM 3aperUCTPUPOBAHO 78 BHE3AITHBIX CMEPTEl Y MYK-
yuH U 37 — y XeHIIMH. YyTh M03Xe CXOAHbIe JaHHbIEC ObLIM MOJIYYeHbl U B
r. HoBocu6bupcke [14] u r. Bonorae [15]. Dt ucciienoBaHus BBISIBUIN P
SMUACMUOIOTUUECKIX OCOOCHHOCTE, B YaCTHOCTH OHU YCTAHOBWIIN OTUYET-
nuByto accouuanuio BCC ¢ pacnpocTpaHeHHOCTbIO MH(papKTa MUOKapaa,
a TaKXKe YCTAaHOBUJIM oTueT/inBoe npeodnananue BCC y MyxX4yuH no cpas-
HeHMIO ¢ XXKeHIMnHaMK. COOTHOIIIEHWE BHE3AITHO YMEPIITNX MY>KUMH K XKEeH-
LXHaM cocraBwio 2,1—6,6:1.

HenaBHo 3akoHYMBIIIEECSI KPYITHOE OTEUYECTBEHHOE MCCJEIOBaHUE
PE3OHAHC, mpoBeneHHOe B Tpex poccuiickux roponax (Ps3anb, BopoHex,
XaHTbI-MaHCHICK) U BKJIOUMBILIEee Momyasiiuio 6oabHbiX ¢ UBC yncnen-
HOCTBIO 285 736 yesioBeK, ObLUIO CIIAHMPOBAHO C LIEBIO YTOUHEHMST paCIIpo-

Tabnuuya IV.1
YucneHHoctb (2009 r.) u cmeptHocTb (2010 r.) HaceneHus B Poccuum
MokasaTenb O6Lwee yucno, n Oons,%

YUCNEHHOCTb NOCTOSHHOMO HaceneHus! ! 141 909 244

ObLee uncno ymepLumx nuy? 2 028516 100,0
Y1cno ymepLUUx OT eCTECTBEHHbIX NPUYNH2 1711528 84,4
Yucno ymepluux ot GonesHern cuctembl KpoBoOBpaLLeHust? 1151917 56,8
PacuetHoe uncno ymeplimnx nuu no Mexawuamy BCC? 141 909 - 460 766

1 — LleHmpanbHas 6aza cmamucmudeckux OaHHbIX ®edeparibHol Cryx6bl 20cydapcmeeHHoOlU cma-
mucmuku, 2009 200 (www.gks.ru/dbscripts/Cbsd)
2 — lleHmparnbHas 6aza cmamucmuyeckux daHHbIx @edepasnbHol cryx6bi 20cydapcmeeHHol cma-
mucmuku, 2010 200 (www.gks.ru/dbscripts/Cbsd)

3 — pacyemHbie OaHHble (MUHUMaIIbHOMY Yucily coomeemcmsyem 1% om YUCiIeHHOCMU HaceeHusl,
MakcumarbHomy — 40% om yucna ymepuiux om 6one3Hel KposoobpaleHus).
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crpaHeHHocT BCC, a Takke KauyecTBa TMArHOCTUKU M CTATUCTHYECKOTO
yueta BCC B MeauumHcKux yupexaeHusx [ 16]. CoracHo quarHosam, 3ape-
TUCTPUPOBAHHBIM B MEAULIMHCKUX CBUIETEIbCTBAX O cMepTH, yactota BCC
Ha ¢poHe MBC cocraBuia B MyKCKOIi omyJisiiuu — 69 ciaydaes Ha 100 000
MYKCKOTO HaceJIeHUs B Tof, B keHCKoi — 26 Ha 100 000 xxeHcKoro Hacee-
Hus B ron. OgHaKo 0oJjiee MeTaabHBIM JOTIOTHUTEIbHBIN aHATN3 MEIUITH-
CKOU JOKYMEHTALINH, OIPOCa POJACTBEHHUKOB, CBUICTEIICH CMEPTH, a TAKKE
Jieyallux Bpaueil 1 Bpaueit u3 Opuraja CKOpoi MeIMIIMHCKON MTOMOIIMY MTPU-
BeJ K BbIBOMY, UYTO yrouHeHHast yactota BCC B 2,3 y MmyxuuH u B 2,8 pasa
Y >KEHIIWH BBIIIE 3apeTUCTPUPOBAHHOTO OGHUIINAIBHOTO YPOBHS M COCTAB-
JISIeT COOTBETCTBEHHO 156 m 72 ciyyas Ha 100 000 HaceneHust B roa. Takum
00pa3oM B OTEUECTBEHHOM MPAKTUIECKOM 3IPAaBOOXPAHEHUH HE BBISIBIISIETCS
Kaxmaelii BTropoii cinydait BCC y 6onpHBIXx MBC Mykckoro mona, u 2/3 —y
6ompHBIX MBC XeHCcKOoro 1mosia, 9To IIPUBOINT K HETOOIIEHKE BEPOSITHOCTH
passutust BCC B monymsiiiun. OCHOBHBIMU PUIMHAMUI TaKOTO HeIoydeTa
BCC y 60abHbix UBC npu3HaHbl HEAOCTATOYHO aKTUBHO TMPOBEAEHHbIN
JUATHOCTMYECKUIA TIOMCK MPU YCTAHOBJICHUU PUUMHBI cMepTH (45,4%) u
OIIMOKK 0(POPMIIEHUSI METUIIMHCKON ToKyMeHTaunu (55,6%).

ITo naHHBIM APYrOro poccuiickoro uccaeaoBanus [17], mpoBeaeHHOTO B
o0111e#t TOMyIIIIUM T'. MOCKBBI, CpeIy BCEX MPUYMH CMEPTH, HACTYITUBIIECH
BHE MeIMIMHCKUX yupexnaennit, noass BCC mocturaer 39,4% u coorser-
ctByeT 92,5 cygasm Ha 100.000 xuTerneii B ro.

B CIIIA exeromnsriii mokasareiab BCC cocrasister ot 1 10 2 ciydaeB Ha
1000 HaceneHust, 4TO B aOCOMIOTHBIX unciaax cootserctByeT 200 000—450 000
yesionek [ 18, 19]. Takue koaedaHusi, BOCHOBHOM, 00YCJIOBJIEHBI pa3IuuusIMU
HCIIOJIb3YEMBIX KPUTEPHEB BKITIOUCHHS, B TIEPBYIO OUYepe/Ib, CBI3aHHBIX C pa3-
HBIMU BpeMeHHbIMU pamKamu cuHapoMa BCC (0T 24 yacoB, TpUMEHSIBIIUXCS
B 1980—19901T., 10 | Yaca — B COBPEMEHHBIX PEKOMEHAALIMSIX). Y CPETHEHHBIC
snuaeMuojornyeckue rmokasarenu B CILIA cBUIETeTbCTBYIOT O TOM, YTO JTOJIS
BCC (m1put ycimoBuu 1 9acoBoro KpuTepusi BKIIIOUCHHS) B CTPYKTYpe OOIIeH
CMEPTHOCTH COCTaBJISIET OKOJI0 13%, a B CMEPTHOCTH OT 0OJIE3HE CUCTEMBI
KpoBooOpaieHust — 0koji0 40% [19]. B 1o Xe BpeMst pe3y/ibTaThl FOJUIAH/I-
CKOT0 UCCJIENOBAaHUS, B KOTOPOM HMCITOJIB30BaJICS 24-9acOBOM KPUTEPUIA 1A~
THOCTHMKM, TToKa3aju, 4ro yactora BCC cocraBwmia 18,5% cpenn Bcex cMep-
teii [20]. B ynomuHasiemcst poccniickom rnccienopanun PESOHAHC [16]
B KauecTBe BepxHero BpeMeHHoro kputepust BCC 0wl mpu3HaH 12 4, a pac-
yeTHas noyst BCC B cTpykType 00111eii cMepTHOCTH cocTaBmia 16,3%.

B EBporre yactora BCC B 1iestoMm conoctaBuma ¢ TakoBoii B CIIIA, Bme-
CTe ¢ TeM, OHA 3HAUMTEILHO KOJIEOIETCS B pa3IMIHBIX €BPOITCHCKUX CTpa-
Hax B 3aBUCUMOCTH OT 3KOHOMUUYECKOIO U reorpa)mIecKoro Imoyioxe-

IV. Snugemumnonorns BCC 15

Hug [21]. Kpome Toro, mpociexXuBaeTcs OTYSTINBAs B3aMMOCBSI3b MEXIY
yactotoit BCC u Bo3pacTtoM, mojioM u pacrnpoctpaHeHHocThio UBC [12,
22]. Monpasasomee 60abIIMHCTBO ciaydaeB (80—85%) BCC accouunpo-
BaHo ¢ UBC, npuyem Gosiee MOJOBUHBI M3 HUX CBSI3aHO C OCTPHIM Hapylle-
HHEeM KOPOHApHOTo KpoBooOpaleHus [23]. AGCOTIOTHOE KOJIUYECTBO CITy-
yaeB BCC 0oJbliie y My>KYMH U YBEJIMYMBAETCS MPOIMOPLIMOHATBHO C BO3-
pactoM B monyJsiiuu, onHako nonst BCC B cTpykType 00111eii CMepTHOCTU
MakcHuMaJibHa y ML B Bo3pacTte 35—44 net [23]. B aTOM ke ucciaenoBaHuu
ObLJIO MOKa3aHo, 4To B 80% ciydyaeB CMepPTh HACTYIAET B JOMAILIHUX YCIIO-
BUSIX, elle B 15% — Ha yaulie uid B yoJIMdyHOM Mecte. bojiee yeM B TpeTn
cJIydaeB CMEPTh HACTyIaeT 0e3 CBUIETeNIeH.

Takum 00pa3oM, JINIITb HE3HAYUTETLHOE YKCIIO TTAIIMEHTOB YMUPAIOT B
MIPUCYTCTBUN MEIUIIMHCKUX paOOTHUKOB U TEOPETUICCKI MMEIOT OOJTbIIe
IIIAHCOB Ha YCITeITHbIE peaHNMALIIOHHBIC MEPOTIPUSITHS 1, COOTBETCTBEHHO,
BBDKMBaHHUE. DTU JaHHBIC IIPUBOIST K BBIBOIY, UTO OCHOBHBIC MEPOIIPHSI-
THSI TOJKHBI OBITh CKOHIICHTPUPOBAHBI HA BEISIBIICHUY I'PYIII ITOBBIIIICHHOTO
pucka BCC u mpoBeneHnM NpoGIAKTUIECKIX MEPOIIPUSITHIA.

AKTYaJTbHOCTB 3TOTO ITOJI0KEHMS HATISIIHO IEMOHCTPUPYET pUCYHOK V. 1.
Yacrora pa3sutisg BCC MuHMMaIbHa B 00ILIEH TTOMYJISIIIAN , OMHAKO, UMEHHO
CpeIy JINII 3TOM KaTeTOPUH PETUCTPHUPYETCS HANOOJIBIIIEe YU CIIO TAKMIX CMep-

O6uwan nonynauua
300.000
MaumeHTbl ¢ pakTopamm pucka
MaymenTbl ¢ UBC
XCH ¢ ®B meHee 30%

@ 15000 MocTnHbapKTHBIN
KapAMoCKepos

Mepexuswne
cepAeyHbIn apecT

Obuiee konnyectso BCC B nonynauum

® L d ® @

30 20 10 0
Puck passutuna BCC B TeyeHue 1 roga, %

Puc. IV.1. YacToTta pa3BuTtusi u abcontotHoe yucno BCC B o6wen nonynsauum u cneuudpm-
YecKuUX rpynnax nayvMeHToB (aganTupoBaHo 13 R.J. Myerburg u coaBT., 1992). K o6Lev no-
Nynsunm OTHOCUTCS HECENEKTUBHAs Tpynna nauneHToB ctapluie 35 neT, Noarpynmbl BbICOKOro
pvicKa COCTaBMSIOT NALMEHTbI C MHOXXECTBOM (haKTOPOB pucka pa3BuUTHS NEPBOrO KOPOHAPHOTO
cobbITus. YactoTa passutust BCC MyHMManbHa B o6LLeit Nonynsiumm nu, B KOTOPOW perncTpu-
pyeTcst Hanbornbluee YMCno Takux cmepTeit. B rpynnax pucka gons BCC HambonbLuas, Ho B ab-
COMIOTHBIX LUMdpax OHa 3HAYUTENbHO MEHBLLIE TAKOBOW B OOLLEN NONynsiumu.
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Teil. 1, HaoOopoT, B rpyrne HanboJsee Boicokoro pucka BCC, Hanpumep, y
JIVII, TIEPEHECIINX OCTAHOBKY Cepilla, U/Win MHMapKT MUOKapaa U UMero-
KX KeJTyT0YKOBbIe HapyleHus putMa, 1oJisi BCC MmakcuMasbHa, HO B abco-
JIIOTHBIX LI pax OHA 3HAYUTETHHO MEHbIIIE TAKOBOI B OOIIIEH MOMYJISLUU.

OTU HaHHbIE, BIEPBbIE NMPOAEMOHCTPUPOBaAHHbIE TTouTH 20 JieT Ha3an,
COXPaHSIOT aKTYaJbHOCTb U B HacTosiiiee BpeMsi. OHU CBUAETEIbCTBYIOT,
C OJIHOM CTOPOHBI, O TOM, 4TO 3a(pdekTuBHOCTL nMpeaynpexaeHus BCC 3a
3TO BpeMsI UBMEHWIACH SBHO HEJOCTATOYHO, C APYTOif — UTO KpaliHe BaXXeH
TMOUCK HOBBIX KPUTEPUEB, KOTOPBIE MO3BOJUIN Obl UACHTU(MULIMPOBATH
TPYTIIY MOBBILLIEHHOTO prcKa B 0b1ei nomymsiuu [12].
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V. DAKTOPbI PUCKA U CTPATUDPUKALINA
PUCKA BCC B KIITMHUYECKOWN NPAKTUKE

Yacrorta pa3sutus BCC MyuHuMasibHA B OOILEH MOMYJISIUU, B KOTOPOU
perucTpupyeTcsi HauboJsiblllee YMcao Takux cMepTeil. [1pu Hanuuuu dak-
TopoB pucka BCC yacToTa ee pa3BUTHS BhIlIe, HO B a0COJIIOTHBIX LIM(pax
OHa 3HAYMTEILHO MEHBIIIE, YeM B O0IIIei MOMyIsIun. B 3T0li CBSI31 BOIIpoC
0 MPOTHOCTUYECKOI 3HAYMMOCTH TOTO WJIM MHOTO (haKTopa U UX COUETaHUS
B OTHOlIeHUHU pucka pa3putus BCC sBnsieTcs ype3BblUaiiHO aKTyaJlbHBIM.

Onpenenenue pucka pa3sutus BCC ckiagpiBaeTcsi U3 BBISIBICHUS OTACIb-
HBIX (DaKTOPOB M OMpEIeICHUS MX 3HAYNMOCTH Y KaXIOro KOHKPETHOTO
naiuenTa. Hajmmume HecKobKuX (hakKTOpOB pUCKa TTO3BOJISIET OTHECTH TTall -
€HTa K OMpeeJeHHbIM KJIMHUYECKUM MOArPYyNaM, ONPeaeIUTh PUCK pa3-
Butusi BCC Bo BpeMeHU 1, B KOHEUHOM UTOTe, OIpeaesseT ONTUMAIbHYIO
TaKTUKY ITPOPUIaKTUICCKIX MEPOIIPUSITUA.

dakTtopsl pucka BCC

Ha nHaiu B3rjsia, 1e1ecoodpa3Ho BBIICISITh OCHOGHbIE I 6MOPOCIENEHHbIe
daxropsl pucka BCC. K ocrosnbim hakTopaM pricka OTHOCITCS SITU30]I Cep-
JIEYHOTO apecTa B aHaMHe3¢e 1/WI1 TeMOJIMHaMUYeCKN 3HaUUMasi yCTOMIM -
Bast KT, ykazaHue B aHaMHe3e Ha IepeHeceHHbII nHgapkT Mmuokapaa (MM),
SMU30/bl CUHKOIIE, BBISIBJICHHAS IIPU MHCTPYMEHTAJIbHOM OOC/IeI0BaHUMI
CHUCTOIMYECKAsT TUCMYHKIIMS, COIIPOBOXKAAIOIIASICS CHIKeHUEM (ppaKLiu
BBIOpOCca JieBoro xenynouka (OB JIXK) menee 40%, KD 1/viav anu301b1 Hey-
croiuuBoit 2KT. I1pu HATMYUKM Y KOHKPETHOTO OOJIbHOTO 0CHOBHbIX (PAKTOPOB
pPHCKa CYILIECTBYET BbICOKASI MJIM YMEPEHHas BEPOSTHOCTb PELIMAMBUPOBA-
Hust 370KadecTBeHHbIX 2KHP ¢ pazButreM ocTpoii cepieyHoil HeqoCcTaTou-
HocTU, 1 B KoHeuYHOM utore — BCC. K émopocmenennvim hakTopam pucka
OTHOCATCS: TUnepTpodust Muokapaa jesoro xeaynouka (IJ12K), aprepuab-
Has runepreH3ust (Al), runepaunuaeMusi, caxapHblii auadet (CJ1), KypeHue,
M30BITOYHbIN BeC, YBEJIMYEHUE YaCTOThI cepaedyHbix cokpaienuii (YCC),
TUTIEPCUMITATUKOTOHUS U AP. 00CYyKIaeMble HIKE ITPU3HAKMH.

OcHoBHBIE (paKTOPBI pHCKa

Mo ocrosHbiMu (PaKTOPAMK PUCKa TTOAPAa3yMEBAIOTCS KIIMHUYECKIE TTPY-
3HAKM, HAJIMYME KOTOPBIX ITPEATIOIAraeT OTHeCEHHE 6OJIbHOTO K KATErOpUHU
JILL C BBICOKMM WJIK yMepeHHbIM prickoM BCC B TeyeHMe Kal€HIAPHOTO
roga (BEpOATHOCTHBIN pucK MoxeT gocturath 20—50% wumu 5—15% coor-
BETCTBEHHO).
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DNU30/1 cepievyHOro apecTa B aHAMHe3€e U/ WM reMOIMHAMUYECKH 3HAYNMAast
ycroituuBas KT. Haubonee cepresHbiM akTopoM pucka passutust BCC
SIBJIIETCSl HAJIMUME SIU30/a CepAeYHOro apecta B aHaMHe3e. [1o maHHbIM
JT Bigger puck BCC y aT0i1 KaTeropuu raieHTOB B TeUSHME Toa COCTaB-
nstet 30—50% [24]. DT naHHbIe ObUIA MOATBEPKAECHBI B KOHILIE MPOILIOLO
BeKa B MCCIICIOBAHMSIX, TIOCBSIIIEHHBIX McIoib3oBaHno MK]I B 11essx BTO-
puunoit mpodmraktnku BCC (AVID, CASH, CIDS) y naHHoi#1 KaTeropuu
nauueHToB [25—27].

YKa3zaHus B aHaMHe3e Ha nepeHeceHHbIii mHGapkT Muokapaa. laHHble,
MOJy4eHHBIE B MCCIIeIOBaHMSIX MO olieHKe AATIT y maliMeHToB, TepeHeCIInX
OUM (EMIAT, CAMIAT u DIAMOND-MI), aputmMuueckas ieTalbHOCTh
B pesysbrarte pazsutust KT u @XK B reueHue roga cocrapiseT 5%, a B Teue-
Hue 2 et — 9% [28—30].

Cucronmueckas nuchyHkmus jgesoro xkeayaouka. CHmkeHHass @B JIK
SIBIISIETCS HE3aBUCUMBIM TIPEIUKTOPOM OOIIEH, CepaedIHO-COCYINCTON 1
apUTMUYECKOI cMepTHOCTH. JlaHHOE TToT0KeH1e ObLTO MOATBEPXKIEHO KaK
pe3yabTaTaMu SMUAEMUOIOTnYeCKUX TaHHBIX (B T.4. DITOXA), Tak 1 pe3yib-
TaTaMU UCCJIeOBaHUI, TOCBSIIEHHbIX olleHKe addekTuBHocTu MK B
OTHOILIEHUHU TTEPBUYHON U BTOpUYHOI npodunaktruku BCC, Bo MHOTUX U3
KOTOPBIX OMHUM U3 KPUTEPUEB BKIIOUEHMUS SIBISLIACH CUCTOJIMYECKasl IUC-
dynkumsg [20, 25-27, 31-34].

Cunkonajbhblie coctosiaus. Prick BCC y marmmeHToB ¢ CHHKOIIE MOXKET OBITh
CBsI3aH KaK C HAJTMIMEM CTPYKTYPHOI TTATOJIOTUM CepAlla, TaK ¥ ¢ MEXaHU3-
MOM pPa3BUTHSI 0OMOPOKOB. PpaMUHTEIMCKOE UCCIEIOBAHUE TIPOIEMOH-
CTPUPOBAJIO, YTO CMEPTHOCTH IMAIIMEHTOB ¢ KapAWOTeHHBIMU O0OMOpPOKaMU
B TeYeHUE KaJICHIAPHOTO roja 3HaYUTeIbHO BhIlIe (10 33%), yeM y 00J1b-
HBIX C HEKapauaJabHbIMU NTpUYrHaMu (10 12%) i oGMopoKaMu HESICHOTO
reHesa (10 6%) [35, 36]. ITpu o6Mopokax pedIeKTOPHOIO MPOUCXOKICHNSI,
KOTOpBIE Yallle pa3BUBAIOTCSI Y MOJIONBIX JIIOCH 0e3 CTPYKTYPHBIX 3a00J1eBa-
HUI cepalia Win 3JIeKTPUIeCKON HeCTaOMIbHOCTH MHUOKapaa, IIPOrHO3 OJ1a-
ronpusTHEI [35]. Tem He MeHee, MEIOTCS HAOIONCHNUS, CBUICTEIbCTBYIO-
1LI1E O BO3MOXHOI CBsA3U pedieKTopHbIXx 00MopokoB u BCC [37]. ¥ mono-
IIBIX CITOPTCMEHOB, CKJIOHHBIX K Ba30BarajibHbIM 0OMOPOKaM, He MCKITIOUAeTCSI
yuyacTtre peJIeKTOPHBIX MEXaHU3MOB M B 0OMOpPOKaxX, MHIYLIMPYEMBIX (U331~
YeCcKOI Harpy3Koi — X pe3yIbTaToOM MHOTIA SIBJIsIach CMEPTh B pe3ysibTare
acuctonmu [38]. Uccnenosanue EGSYS-2 ctaBuiio cBoeit Lieblo oIpeaene-
HHE prcKa paHHel (B TedeHre | Mecsiia) M To3aHel (B TeueHue 2 JIET) CMepT-
HOCTHU MAIIMEHTOB ¢ 0OMopokaMu. [Ipr3HaKaMU «ILTOXOT0» KPAaTKOCPOUHOTO
nporHo3a obLu u3MeHeHust Ha DKI', oxpiiika, reMmatokput <30%, cuctonu-
yeckoe AJl <90 MM pT. CT., aHAMHE3 3aCTOMHON CepAeYHON HeIOCTaTOUHO-
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ctu (The San Francisco Syncope Rule). Prick cmepTu cpeay rnaieHTOB BBICO-
KOTO pHCKa 0Ka3aJICsl MAKCUMAaJIbHBIM B TCUCHME HECKOJIBKUX THEH, CIemy-
OIIMX 32 0OMOPOKOM. YeThIpe U3 ISITH CMEPTEi MPOM3O0IILIN B TeueHUe 48 4
OCJIe TTOCTYTUICHUS B OTACICHUE HEOTIOXKHOM ITOMOIIM CBSI3U C 0OMOPOKOM
(STePS study) [39].

Heycroituuas 2KT n yacrag ZKD. B 70-x romax mponuioro Beka nosiBUIMCh
paboThI, B KOTOPBIX OBUIO IIOKA3aHO, YTO Y TMTAIIMEHTOB C YKa3aHUSIMU B aHAM -
He3e Ha TiepeHeceHHbIIT UM u gacTyro KD /v 3130161 HEYCTOMYNBOT
KT nmeetcs noseitieHHBIN pruck BCC. OcHOBBIBasICh Ha pe3yibTaTax UCClie-
noBannit MADIT I m MUSST, rtocBsieHHBIX onieHKe 3 dekTuBHOCcT MK/
y nmauueHToB ¢ 2KD u HeycroiunBoii 2KT, MOXXHO yTBep:KIaTh, YTO YCTONYM-
BocTh 3TNX apuTMuii K AAIT IA knacca u ux TpaHcopMmals B yCTOMUNBYIO
KT B xome npoBeaenus 3HT0DPU gasmistercst hakropom pricka BCC [31].

BropocTenennbie GakTopbl pUCKa

[Monm emopocmenennvimu axkTopamMu prcKa MOAPA3yMEBAIOTCS KIMHM-
YecKue MPU3HaKK, HAJIMIMe KOTOPBIX MOXeT onpenesisiTh puck BCC Briiie
OOIIETIONYJISIIIMOHHOTO YPOBHSI.

ApTrepuajbHas runepTeH3us U runepTpodus JeBoro xeaynouka. Al sBis-
€TCsl XOpOoLLIO U3BeCTHLIM (hakTopoM pucka MBC, XoTs1 naHHbIE O TOM, YTO
Hamuune Al gaBnsiercst pakTopom pucka pasputusi BCC ocTaiorcst mpoT-
BopeuuBbiMU [40, 41]. TTI2K aBnsieTcss Mopdoaoruiyeckum cyocTparom, 0a-
ronapst kotopomy Al mpenpacrnosaraeT K BBICOKOMY pucky pa3putusi BCC
Benencteue KA. K dbakropam, cmocooerBytommm passutiio I'JIK otHoCAT
BO3pacT, U3OBITOUHBIN BeC, HAPYUIEHUSI TOJEPAHTHOCTU K IJIIOKO3€, TeHe-
Tu4yeckue nameHeHnus [42]. U3BectHo, uto Hannune DKI-nmpuznakos ['JI2K
(yBenuueHue BosibTaxa 3yoloB R v HapylleHuii penossipu3aiun) accolu-
npyetcs ¢ 33%-oii 1 21%-0ii JIeTaTbHOCTBIO B TeUEHUE S5 JIET Y MYKYMH U
JKEHILIMH COOTBETCTBEHHO [42].

Puck pazsutusg BCC npu ycnoBuu Hannuus DKI-npusnakos I'JI2K
conoctaBuM ¢ TakoBbiM y nanmeHToB ¢ MBC u XCH. B psae uccinenona-
HUI OBIJIO YCTAHOBJICHO, YTO YBeJIWUeHNEe MacChl Muokapaa JIZK, BeISIBIISI-
emoe ripu nposeneun DXO-KT', xapakrepusyercs puckom BCC. I1o naH-
HbIM @paMUHTEITMCKOT0 MCCeI0BaHMsI OTHOLIeHEe puckoB (OP) pasputust
BCC 6bu10 1,45 (95%-4AU 1,10—1.92, P=0,008) mias kaxnbix 50 /M2 yBe-
JudeHust Maccol JIZK mpu ycaioBUM Haamuuust Apyrux ¢hakTopoB pucka [43].
Bepudunuposannasg Ha DKI unu DXO-KI T'JI2K, aBnsgeTcs He3aBUCUMBIM
(hakTopoM pricKa pa3BUTHS CEPIETHO-COCYTUCTHIX COOBITHIA. A HaTMIMe Kak
OKT, tak u 9XO-KI'-npusnakos ['JIZK eliie B 60/b111eii cTeNeHN YBeIUUU-
BaeT 3TOT pUCK. Pe3yabTaTsl, TOTyIeHHBIC B PAaHIOMU3MPOBAHHBIX KOHTPO-
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JIMPYEMBIX UCCIIEAOBAHUSX, HE NAlOT MCYEPITHIBAIOIIETO OTBETA Ha BOIMPOC,
Kak BausieT cHikeHue AJl Ha puck pa3Butust BCC. M3BecTHO, UTO y OXM-
JIBIX MY>KUYMH C M30JIMPOBAHHOM CUCTOJMYECKOM TMIIEPTEH3UEH PUCK pa3-
Butust BCC BhIle, yem y XXeHIIuH [41]. JlaHHBIN (DaKT KOCBEHHBIM 00pa-
30M COIJIACYeTCs C JAaHHBIMM Pe3yJbTaTOB MCCICIOBAHUI 110 JICYCHUIO
M30JIMPOBAHHON CUCTOJINUECKOM TUTIePTeH3MEH Y TTOXKUJIBIX JIUII, B KOTO-
PbIX OTMEUYAETCsl yMEHbILIEHNE 001Leil CMEPTHOCTU Ha 17% 1 cMEpPTHOCTHU
or OUM, Bkmouas BCC Ha 25% Ha done koppekunu Al [44]. JlaHHBIe
MeTa-aHaJn3a pe3yIbTaTOB PaHIOMU3MPOBAHHBIX UCCIIEIOBAHUIA TTO CHU-
keHuto AJl y manyeHToB CPeIHEro BO3pacTa ¢ MPeUuMYIeCTBEHHO TUaCTO-
nuyeckoit Al [45] cBunetenbeTByioT o 14% (95 AN 4—-22%, P<0,01) cHu-
xkeHuu cmepTHocTy oT MUBC nnu HedpatansHoro OUUM.

JIumuapl. Xopo111o n3BeCcTHA 3aBUCUMOCTD MEXK Ty BHICOKMM YPOBHEM XOJIe-
creprHa u puckom passutust UBC, Bkmouast BCC [46—48]. B knmmHnueckux
HCCIIeIOBAaHUSX, TTOCBSAIICHHBIX OIICHKE BIMSHUS CHIKCHUST YPOBHS JIUTI -
J0B B 1eJisx nepsuuHoii npodunaktuku MBC, puck pazsutust BCC cnenu-
aJIbHO HE OMPENIENSUICS U CTAaTUCTUIECKHU TOCTOBEPHBIE TaHHBIE HAa 3TOT CUET
oTcyTcTBYIOT. ECiu mpeanonoxuTs, uto cHuzkeHue pucka BCC 6yaet nmpouc-
XOIMTb MapajliebHO co CHIDKeHUueM cMepTHocTr oT MBC u OMM, 1o Ha3Ha-
YEHUE CTATUHOB MOXET UMETb 3HAYEHHUE [IJIS1 YMEHbILEHUS OTHOCUTEIBHOTO
pucka BCC Ha 30—40% [49, 50]. MHorue anmaeMroI0rndeckue uccaeaona-
HUS CBUIETEIIBCTBYIOT O TOM, UTO BBICOKMIT prucK pa3putusi MBC (BeposiTHO
un BCC), acconmupyeTcs ¢ TUeTOol, BKITIOYAIOIIEH ITOBBIIIICHHOE COIepKaHe
HACBIIIIEHHBIX XKUPHBIX KMCJIOT, M HU3KOM MTPEICTaBIEHHOCTHIO MTOJIMHEHACHI-
meHHbIX [51]. Ha ceromHsmHMi AeHb OTCYTCTBYIOT JaHHbBIE O TOM, UTO AMETa
C BBICOKMM COJIEp>)KaHUEM HACBIIIEHHBIX XKMPHBIX KUCJIOT YBEJIMYMBACT PUCK
passutusi BCC. Tem He meHee, B uccienoBanuu US Physicians Study, B koTto-
poMm rpuHUMaJo ydactre 20551 MyxxuuH B Bo3pacte ot 40 1o 84 jieT paHee He
nepeHocuBinx OMM, ObUIO YCTAaHOBIIEHO, UTO e€XeHelebHOe yIoTpediie-
HUU PbIObI CHIXKAET OTHOCUTE IbHBIN prck pa3Butust BCC B 2 paza (95% AU
0,24—0,96; P=0,04). DT0T 3DheKT HE 3aBUCEIT OT HATMYMSI IPYTUX (paKTOPOB
pucka [52]. crionb3oBaHue B pallMOHE MOPEMTPOAYKTOB C BBICOKUM COJIEPKa-
Huem ITH2KK Takke accoumnnponanoch ¢ ymeHblleHueM pucka BCC.

®u3unyeckass aKTHBHOCTb. CyIlleCTBYyeT B3aMMOCBSI3b MEXIy MHTEHCUB-
HoM (pu3nyeckoii Harpy3koii u pazsutuem BCC. Tem He MeHee, MexaHU3M
€€ pa3BUTHUSI OCTaeTCsl HESICHBIM. B OOJIBIIMHCTBE CiTydaeB JIMLIA, yMepIIe
BHE3aITHO BO BpeMsI (PU3NUECKON HATPY3KH, paHee PeTyIsIpHO He TPEHUPO-
Banuch [53]. Takum obpazom, puck pazsutisg BCC i OMM noBbiiaeTcs
Y HETPEHUPOBAaHHBIX JIUII, BO BpeMsI MTHTEHCUBHOM (DM3MUeCKOif HAarpy3Ku. B
TOTTYJISIIIMOHHOM UCCJIEIOBAHUY OBUIO YCTAHOBJIEHO, UTO TIOC/Ie MOAMdUKa-
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uu ¢axktopoB pucka MBC otHocuTenbHbIl prcK pa3suTtus BCC npu yme-
pPeHHOI DU3NIECKOI aKTUBHOCTU (paboTa B camy, MeIre MPOoryaKu) Uin
MHTEHCUBHBIX PETY/ISIPHBIX TPEHUPOBKaxX (6osiee 60 MUHYT/HeIE/I0) HaXo-
IUTCS B OUaria30HE B 3—4 pasa HIMKE, YeM Y JIMII, Y KOTOPBIX OTCYTCTBYET
nonobHast dbusnyeckasi akTUBHOCTD [54]. Pe3yiabTaTel 3TOro ucciieaosa-
HUST TI0Ka3aJIi, YTO OTCYTCTBUE (DU3MUECKOU aKTUBHOCTH SIBJISIETCS] TIPUU M-
HOI pa3BUTHsI KOPOHAPHBIX coObITUi (cTeHOoKapausi, OKC, ONM) B 43%
(95% W 26—60), naxe rpu yciaoBuu 3(hGheKTUBHON MOTUGUKAIIMI TAKUX
(aKTOpOB pUCKa KaK KypeHue, a(ppeKTUBHBIN KOHTpoJIb Al 1 ynmoTpebie-
HUE aJIKOTOJIs.

Ynorpedsienne aakoroysa. HeomHo3HAYHBI JaHHBIE O B3aUMOCBS3U YIIO-
Tpebnerus aakoronss 1 BCC. M30bIToYHOE yIOTpeOIeHNe KPETTKIX aJIKO-
TOJIbHBIX HAIMUTKOB yBeanuuBaeT puck pazsutusi BCC [47, 55]. Brot daxr
MOXeT 00BSICHSIThCS yBeIMueHneM nHTepBasia QT, KoTopoe HepeaKo BCTpe-
YyaeTcsl y aIKOroyIMKoB [56]. C mpyroit CTOpoHbI, UMEIOTCSI TaHHBIE UCCIIENO0-
BaHUI O MPOTEKTUBHOM IEUCTBUM HEOOIBIINX 103 aJIKOT0JIsI B OTHOLIEHUN
Pa3BUTHS KU3HEYTPOXKAIOIIMX KETYIOUKOBBIX apuT™Muil [57]. B nmpocmek-
TUBHOM uccienoBaHum British Regional Heart Survey 6bu10 1TokasaHo, 4To
yIOTpeOJICHNE aTKOTOJIBHBIX HATTMTKOB B HEOOJIBIIIOM KOJIMYECTBE ACCOIIM -
HpYeTCs CO CHIDKEHNEM pHcKa (DaTaJbHOTO MCXOIa IIPH Pa3BUTHH IIEPBOTO
6oJib1I0r0 KopoHapHoro coonitust (OP 0,61, P<0,05)[47].

YCC u BapuadeabHocTh puT™Ma cepana. Yeemumuenue YCC saBisieTcs He3a-
BUCHMBIM (hakTopom pucka BCC [46, 47]. Bzaumocss3b Beicokoit YCC u
pucka pa3utusi BCC oTMeuaeTcs Kak y JIUIL C IMarHOCTUPOBaHHBIM paHee
3a00sieBaHMEM cep/ilia, TaK U 6€3 HEro, BHE 3aBUCUMOCTHU OT UHAEKCA MaCChl
Tejla U YPOBHST (U3NYECKON akTUBHOCTH [46]. [IpuunHa 3T0i B3auMoc-
BSI3M IO KOHIIAa Hen3BecTHA. OTHUM U3 OOBSICHEHUN SBJISCTCS YMEHBIIIC-
HIE aKTUBHOCTH ITapacUMIIaTHIeCKO HEpBHOM cucTembl. MccmenoBaHms
BapruabeIbHOCTA PUTMA CEep/lla CBUACTEILCTBYIOT O TOM, UTO B MYXKCKOM
TIOTTYJISIIIUY OTHOCUTEIbHBIN PUCK OOIIEeil CMEPTHOCTH Y TIAIIMEHTOB CPeJi-
HeTro Bo3pacTa B TeUeHUe 5 JIeT HaboaeHNsT ObUT BBIe B 2,1 pasa (95% AU
1,4—3,0) B cyuasx, koraa nmokasareab SDNN o6bu1 MeHee 20 Mc, B cpaBHe-
HUM C JIUIIaMU COTTIOCTaBUMBIMU TT0 BO3pacTy, Y KOTOphIX BeanunHa SDNN
cocrabisiia 20—39 mc [58].

Kypenne. B momnmyIsImmoHHBIX UCCIEIOBAHUSIX OBLIO YCTAHOBJICHO, UYTO
KypeHHe SIBAsIeTCsT He3aBUCUMBIM (hakTopom prcka kKak BCC, tak 1 OUM
[47, 48]. DTo Mo0OXKEeHWEe OTHOCUTCS B T.4. U K JINLIAM, Y KOTOPBIX HET MPU-
sHakoB UBC [59, 60]. KypeHue sIBiisieTCs BaXXHBIM JOJTOCPOYHBIM (haKTO-
poM pucka pa3putiusg BCC [46]. TakKe U3BECTHO, UTO KypeHUE SIBIISICTCS
MOIIHBIM mpeaukTopoM paszsutus umeHHo BCC, a He BCC ot UBC [47].
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OpmHako B psifie UCCJIEIOBAHUI TaHHBIE O HEMTPOTIOPIIMOHATIBHOM BJIMSTHUM
kypenust Ha BCC He Obutn moaTBepkaeHbl [47]. [TponomkeHue KypeHus
TOCIIe TICPEXXKUTOTO BHE JICUEOHOTO YIPEKICHUST CEPACYHOIO apecTa SIBJIsI-
€TCSl HE3aBUCUMBIM MPEAMKTOPOM pa3BUTHSsI TOBTOpHOTO 3nu3ona BCC [60].

Caxapnpiii tuader. SBiseTcs M HapyIIeHUE TOJIEPAHTHOCTU K TITIOKO3¢
He3aBucuUMBbIM IpeaukropoM BCC HeussecTHO. Tak B uccnenosanun Honolulu
Heart Program B Teuenue 23 net Habmoganuch 8006 nauueHToB. boio ycra-
HOBJICHO, UTO Y JIMII C HApYIIIEHWEM TOJIEPAHTHOCTH K TIIIOKO3€ U CaXapHBIM
nrabeToM BeJIMUMHA OTHOCUTebHOTo prcka pazsuTtus BCC cocraBuna 2,22
u 2,76 (P=0,05) coorBercTBeHHO [61]. CxOXMe gaHHbBIC OBUIM MOJYYEHBI B
Asctpuu (OlL1=4,2,95% 11 1,39—12,81) [47]. Bo ®paHLMU PETPOCIIEKTUB-
HbIit aHanu3 6oJiee 18000 BCC nokazan, uto CJI siBisieTcst (hakTOpOM pucka
BCC ronbko y i ¢ UBC [62]. TTpocrieKTMBHBIE UCCIIEIOBaHMS, IPOBEICH-
Hble B QuHISTHANY 1 BenkoOpuTaHuM, TOATBEPIMIIH MTOJIOXKEHUE O TOM, UYTO
CJI He sBasieTcst He3aBUCUMBIM TipenrikropoM BCC [47, 62].

N3menenns Ha DKI'. Jleripeccusa cermenta ST u usmMeHeHus T-BOJHBI
sBJstoTcs uHbopMatuBHbiMU B AuarHoctuke MBC u TJIK. CymectByet
B3aMMOCBSI3b MeXIy nernpeccueit cermeHTa ST u usaMeHeHUsIMU BOJIHBI T 1
BBICOKMM PHUCKOM Pa3BUTHUS CEPAEUHO-COCYOUCTON cMepTH. B wacTHOCTH,
B benbrun ananuz OKI' 9117 My>XUrMH UM KEHIIIMH Yy KOTOPbIX B aHAMHe3e
He OBUIO yKa3aHW Ha 3MU30bl CTEHOKApAUU MU TiepeHeceHHbIiT OUM,
MOoKa3aj, 4yTo uilemudeckue naMeHeHus Ha DKI' Gbuin BoIsBIeHbI Y 8,4%
MyxuuH 1 10,6% >xeHiuH. [Tocje npoBeneHUs MEPOIIPUSITUIA B OTHOILIE-
HUU KOPPEKINHU IPYTHX (PaKTOPOB PUCKA CepACIHO-COCYIUCTHIX 3a00IeBa-
HUIT OTHOCUTEILHBIN PUCK Pa3BUTUS CEPAEYHO-COCYIUCTON CMEPTHOCTHU Y
My>K4uH coctaBuna 2,45 (95% AW 1,70—3,53) u 2,16 (95% AN 1,30—3,58)
y KeHIIUH [63]. DT gaHHbBIE TaKXe ObLIM MOATBEPXKIAECHbI PSIOM APYTUX
nccienoBannii [64]. s npornosuposanus pazsutust BCC nMeer 3HaUeHME
yBeJIMYCHNE BeTMIMHBI nHTepBajia QT munu ero nucnepcus. AHAJIN3 JaHHBIX
TTOTYJISIIIMOHHBIX UCCIIEOBaHU TTOKa3al, YTo yBenanueHne narepsaia QT
MOXeET OBITh TaKKe CBSI3aHO CO CTPYKTypHOI maTtonorueit cepaua (I'J12K).
Bennunna narepsana QT> 420 ms sBnsercs npeaukropoMm BCC [65, 66].
YoenutenbHBIX JaHHBIX O TOM, UTO AucTiepcust uHTepBasia QT sBisieTcs mipe-
nukTopoM BCC nosyyeHo He Ob110 [66—68].

Crparnduxaunus pucka pazsurusa BCC

B 1984 1. J.T. Bigger Boiaenu (paKTophl, ONPEICISIIONINE BEPOSITHOCTHBIM
puck pa3sutusi BCC B TeueHue kanieHnapHoro roaa (tadnuua. V.1). B Hammx
PEKOMEHIALMSIX 3TU (haKTOPbI pACCMaTPUBAIOTCS KaK 0CHOGHble. OHU UCTIONb-
30BaJIMCh KaK KPUTEPUU BKIIIOYCHUST B UCCIIENOBAHUS TI0 OlIeHKe 3D heKTHB-
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Tabnuya V.1
Puck passutua BCC (no Bigger JT, 1984)
Ipynna pucka Puck passutua BCC
B TeKyLlLem rogy
pynna ymepeHHO20 pucka
OVM B aHamHese unn OB Hke 40% 5%
OVIM+®B Hxe 40% nnu OUM + yacTas K3 nnun OB Hke 40% + XK 10%
OVM + ®B Huxe 40% + XK 15%
pynna ebicoko2o pucka
naumeHTbl, nepexmsiune BCC 30-50%
KT + cuHkone 30-50%
XKT + MUHUMarnbHbIe KIIMHUYECKWE NMPOSIBIEHNS 20-30%

lpumeyaHue: OMM — ocmpebiti uHgbapkm mMuokapda; @B — chpakuyus ebibpoca 1e8020 Xesnyo0oyka;
KO — xenydoukosas akcmpacucmornusi; BCC — eHe3anHas cepldeyHast cmepmb; KT — xeny0ouko-
8asi maxukapousi

HOCTH MMILUIAHTUPYEMBIX KapanoBepTepoB-aeduopumiasaropos (MKJ) mis
npodmraktuku BCC [24—-26, 30—34].

Peanuzanus BCC npoucxoaut no apuTMrU4eCKOMYy MeXaHU3MY, U CJIe10-
BaTEJbHO, BBISIBJIEHUE TOTO WJIM MHOTO BUIA HAPYILIEHUI pUTMa U TPOBOA-
MOCTH CepAla y KaXI0ro KOHKPETHOTO nalueHTa oynet TpeboBaTh UX Mpo-
THOCTUYECKOI oLleHKU B oTHoleHH pucka BCC. B aToii ¢Bs131 3aCiTy>KMBaeT
BHUMaHME cTpatuduKanms pucka pa3sutust BCC y manmeHToB ¢ HapylIie-
HUSMU PUTMA U IIPOBOAUMOCTHU CEPALIA BHE 3aBUCUMOCTU OT HAJIMY U WU
OTCYTCTBUSI CTPYKTYPHOI TTATOJIOTUH ceplia, nmpemioxeHHast R. Fogoros [69]
(Tabnuua V.2). Dra kinaccudukauusi, Ha Halll B3IJISIA, BHOCUT OIpeaeieH-
HOCTb B IPEACTABJICHUE O XKM3HEYTPOXKAIONIUX HAPYIICHUSIX PUTMA CEPILIA.
Takum o6pa3om, MpencTaBiaseTcss BO3MOXKHBIM OMPEIeTUThCS CO 3JI0Kaue-
CTBEHHBIM T€YEHHWEM apUTMUU HE TOJHbKO Ha OCHOBAHMU €€ BbIpaxkeHHOM

Tabnuya V.2

Puck BHe3anHoM cepaeyHoOn cMepTH
y NauMeHTOB C HapyLUeHMsIMU pUTMa 1 npoBoaMMocTH cepaua (no R.Fogoros, 2006)

Bbicokuii

CpeaHun

Huzkuin

duBpunnALums Xenyao4Kkos
XenynoukoBas Taxukapaums
AB-6nokaga Il cT. ¢ HU3KOM Ya-
CTOTOM 3aMeLLatoLLEero puTma
CuHgpom WPW c aHTeporpag-
HbIM npoBegeHnem no JABC
Ha coHe ubpunnauun npeg-
cepoumn

Xenygoukosas akTonus Ha droHe
CTPYKTYpHOI naTtornoruv cepaua
AB-6nokaga Il cT.

AB-6nokapga lll cT. ¢ agekBaTHOM
4acTOTON 3aMeLLatoLLEero puTMa
dubpunnsaumus npeacepamn

MpencepaHas skTonus
XenynoukoBas akTonus 6e3
CTPYKTYPHOI naTonoruv cepa-
ua

CynpaBeHTpUKYNSpHbIE Ta-
XuKapamm

AB-6nokapa | cT.

lNpumeyarue: JABC — dobagoyHoe ampuoseHmpukynspHoe coeduHeHue, WPW — Bonbg-
[NapokuHcoH-Yaum, AB — ampuoeeHmpuKynspHas
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reMOIMHAMUYECKON 3HAUMMOCTHU, HO U 0a3UpysICh Ha €€ JIEKTPOKapAnO-
rpacduvecKoM MopTpeTe.

Memoobst uccieoosarnus, Heodxooumvle
onsa cmpamugukayuu pucka BCC

Onpenenenne pricka pa3sutiusgs BCC ocHOBaHO Ha KJIIMHWYECKON OLIEHKE
nalMeHTa, BKIIoJalolIel B ce0s1 JaHHbIe aHaMHe3a, (PU3UKAIbHOTO OCMOTPAa U
PE3YIBTaTHI, TPOBEICHHBIX MHCTPYMEHTAIBHBIX UCClienoBaHuiA. B Tabmmie V.3
MpeAcTaBJIeH repeyeHb OCHOBHBIX MHCTPYMEHTAJIbHBIX 1 JJAOOPATOPHBIX UCCIIe-
JIOBAHWIA, BBITIOJTHEHNE KOTOPBIX HEOOXOAUMO IIJIsT onpenenenus pucka BCC,
a TaKXKe KJIaCChl MOKAa3aHWUM K MX TIPOBEICHUIO Y YPOBHU JOKA3aTEIbHOCTH.

Tabnuua V.3

MHcTpymeHTanbHbIE UccrieAoBaHUsA, NpoBeAeHWe KOTOPbIX MOXET ObiTb
HeoOxoauMo ans cTpatuchukaumm pucka BCC

WUccneposanne KommeHTapum Knacc YpoBeHb

nokasaHui |AoKa3aTenbHOCTU

Anekmpokapduozpadus:

[N03BONSET BLISIBUATL BPOXKAEHHbBIE aHOMarnui, CBs-
3aHHble C BbICOKUM puckoM pa3sutist BCC (Ha-
npvMep, CUHAPOM YANMHEHHOTO MHTepBana QT,
CHHAPOM YKOpOYeHHoro uHTepeana QT, cuHapom
Bpyrapa, AIX), a Taioke onpenenuTb nHble K-
KpUTEpPUM (HanpyUMep, NPU3HaKN SNEKTPONUTHBIX
paccTpONCTB, HapYLLIEHVSt MPOBOAUMOCTY B CUCTE-
me [uca-TypkuHbe, npusHaky MTDK).

lNokasaHo naumeHTam ¢ apuTMUYECKON CUMNTO-
MaTuKOM, YToObl OMpesenuTb, Bbi3BaHa M OHa
apUTMUSIMI MOTEHLMANBHO YrpOXatoLLMMM K13-
HU NauvenTa (cM. Tabn. V.2)

MokasaHo naumeHTam ¢ Hannumem XK Ha OKI™ B
OTCYTCTBUN KaKUX-TMBO WHBIX CUMMTOMOB
PekomeHa0BaHbl B3pOCMbIM NauyeHTam, ume-
owmm paktopbl pucka passutus UBC n cnv-
nTOMaTUKy, KoTopasi, BO3MOXHO, CBsidaHa C
apUTMUSMU

lNokasaHbl NaumeHTam ¢ BepnhULMpOBaHHbIMM
paHee vnu npegnonaraeMbiMu KA, BO3HUKato-
LMK Ha POHE PU3NYECKOI Harpy3Ku, BKIoYas
KaTexonamuHsasucumyto XT, Ans yypexneHus
AnarHo3a 1 onpefeneHns KIMHNYEeCKon 3Haum-
MOCTU Taxukapauu ans nauueHTa

lNoka3aHbl MalMeHTam CpeaHero v cTapLiero
BoapacTa ¢ Hannunem X3 Ha KT B oTcyTCTBYE Ilb C
KaKUX-IMB0 MHbIX CUMMTOMOB.

12 oTBEAEHUN
NOBEPXHOCTHOW
OKI

XonTteposckoe
MOHWUTOPUPOBA-
Hue OKI

Harpy3ouHble
npo6bl
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Tabnuya V.3 (npodomkeHue)

WUccnepoBaHue

KommeHTapum

Knacc
nokasaHum

YpoBeHb
AoKa3aTenbHOCTU

MmvnnaHtupye-
Mble 3anucbiBa-
foLLme yCTpon-
cTBa

MmnnaHTaums nokasaHa nawyeHTam co cnabo Bbi-
PaXKEHHOW CUMMTOMATUKOWA, KOTOpasi, BO3MOXHO,
CBSi3aHa C apUTMUSMM, Hanpumep, B cry4ae 0bmo-
poyHbIx cocTostHMi (OC), ecrvi Npy NOMOLLM 06bIY-
Horo auarHoctudeckoro AKI-uccnenoBaHus He-
BO3MOXHO YCTaHOBUTb NPUYNHHO-CIEACTBEHHYIO
B3aMMOCBSI3b MeXAY HapyLUEHWeM pUTMa cepaLa
1 pa3BNUTUEM CYMMTOMATHIKM

Oxokapgmorpa-

dusa

IMoka3aHa nauMeHTaM ¢ Nogo3peHNem Ha CTpyk-
TYpHYto NaTonoruio cepaua

MokazaHa nauneHTam ¢ BbICOKMM PUCKOM pasBu-
Tnst BCC v kapgmomuonatusamu (KM, TKMI,
ALMX), nocTUH(apKTHBIM KapAYOCKNEepO30M K
POACTBEHHMKAM NaLMEHTOB C HACNELACTBEHHbI-
MM 3a60Mn€BaHUAMM, aCCOLMMPOBAHHBLIMM C pU-
ckom paseutusi BCC.

HarpysouHoe TecTMpoBaHWe C BO3MOXHOCTbIO
9xo-KI-Busyanmsauum ans soisienexns 6e360-
NEeBON hOPMbI MLLIEMUW MUOKAPAA PEKOMEHIO-
BaHbl NauneHTam ¢ XA, ¢ yMepeHHbIM prckom
pa3sutua MBC, nonyyarolmm cepaeyHble rmu-
Ko3uabl; naumeHtam ¢ MTDK; nauveHTam ¢ ge-
npeccvieit cermenta ST B nokoe Gonee 1 M,
nauueHTam ¢ cuigpomom WPW vnu npu Hanw-
Yum npusHakos BJTHIT.

3xo0-KI ¢ hapmakonornyeckoin Harpy3kom peko-
MeHayeTcs N8 BbisiBneHns 6esdonesoit popmbl
MLIEMWN MUOKapAa Y NAaLMEHTOB C yMEPEHHBIM
puckom passutusa MBC, koTopble dunanyecku
He CrMoCO6HbI BbINOMTHWTL HAarpy3oy4Hyo Npooy.

Megauko-
reHeTnYeckoe
KOHCYNTUPO-
BaHWe U reHe-
TUYecKoe Te-
CTUpOBaHWe
(OHK-gmnarHoc-
TvKa).

HanpaeneHo Ha BbISBNEHWe U/MnK yTOYHEHNe
[narHo3a HacnecTBeHHOro 3abornesaHus.
BkntouaeT o6Cysx/aeHne ¢ naumeHToM u/mnm yne-
Hamu ero cembm MHGOPMAaLWN O HacNeaCcTBeH-
HOW npupoge 3abonesaHuWs, TNe Hacneaosa-
HWSI, OLIEHKe pucka NMOBTOPHOTO POXAEHWS pe-
HeHka ¢ 3abonesBaHuem unu pucka nepepaym
3abonesaHus notomkam. MpefoctaBnexne uk-
¢hopmaLmm 0 ecTeCTBEHHOM TedeHnn 3abonesa-
HWs, cneumdmryeckix hakTopax pucka, BO3MOX-
HbIX Mepax NpounakTVKu, NeveHns n/unu nog-
[epXxuBaloLLeii Tepanuu, a Takke o Bblbope Bo3-
MOXHbIX PenpoAyKTUBHbIX CTpaTeruii.
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Tabnuya V.3 (npodomxeHue)

WccnepoBanune KommeHTapum Knacc YpoBeHb
NoKa3aHuM |foKasaTenbHOCTH
PekomeHayeTcst Bcem 60MbHBIM U UX POACTBEH-
HUKaM C ceMeiiHbIMM 3a60oneBaHUsIMU, U JOMK-
HO BKIt0YaTb 06CyxaeHNe BO3MOXHOCTEN Mpo-
BeLIEHUS KIIMHUYECKOro 0bCneoBaHus, npenmy-
LLIECTB W. PUCKOB FEHETUYECKOTO TECTUPOBAHUS
MarHuTHo-
pe3oHaHcHast
lMoka3aHa nauueHTam ¢ KA B Tex cryyasix, Kor-
Tomorpacus
na OxoKI™ He No3BONSIET TOUHO OLEHNUTL (PYHK-
(MPT), komnbto- lla B
. umio JK 1 MK n/vnu BeISBUTL NX CTPYKTYPHbIE
TEPHOM TOMO- | s
rpadouum (KT) '
cepaua
lNokasaHa naumentam ¢ VBC u yrpoxaroLmmm
KopoHaporpa-  [xwu3Hu XKA (Bblcokuii 1 cpepHuii puck BCC, cm. c
dus Tabn. V.2), a Takke nuuam NEPEXMBLLMM cep-
[e4HbIN apect
OHO0IDU ¢ ncnonb3oBaHMeM hapmakosornye-
CKVX CPEeACTB MOXET OblTb MCMONbL30BaHO AMst
OLLEHKM KITMHWYECKOW 3HAYMMOCTU apuTMun 1|Knacchl nokasaHum 1 ypoBHM 4o-
OHpokapananb-
HOB ANBKTOMH- cTpatudukaumm pucka BCC. KasaTernbHOCTW ONpeaensioTcs
AONOTMIECKOE OHO0IADU TaKkke MCNonNb3yeTes ANs UHOYKUMW| B KaXZOM KOHKPETHOM KIMHU-
vcenenoBaHue 1 Bepudmkaumm XKT, KOHTpons 3PHEKTUBHO-| YECKOM Cryyae U pernameHTu-
(BHa0IO) CTU HasHaveHHon AAT, npoBedeHHOW KaTeTep-| pytoTcs HauuoHanbHeIMK Peko-
HoM abnauuu, onpefenexus pucka passutus | Mengaunsmu BHOA 2011 r. [70].
XT vnmn BCC, B anarHoctvike 06MOpPOKOB, Anst
onpeaenexns nokasaHuii Kk umnnantaumm UK.

lpumeyarue: AOMXK — apummozeHHas ducrna3us npagoeo xesnydouka; [TIK — eunepmpogbus negozo
xenydoyka; KO — xenydoukosas akempacucmonusi; XKA — xenydoukosas apummus; KMl — duna-
mauuoHHas kapouomuonamusi; TKMIT - sunepmpocgpuyeckas kapduomuonamusi; BITHII — 6rnokada
negoll HoxKu ryyka luca; VK[ — umnnanmupyemsili kapouogepmep-Oegpubpurnnsimop; OxoKI — axo-
kapduoepacgpusi; BHOA — Bcepoccutickoe Hay4Hoe 0b6uwecmeo apummonozos.
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VL. MIPO®UNTAKTUKA BCC

ITpodunaktuka BCC — 3T0 KOMIUIEKC MEPOTIPUSITUIA, TIPOBOJUMBIX C
LIEJIBIO TIPEIYTIPEXICHUS UM YMEHbIIEHUs BeposiTHOCTU pa3Butus BCC,
KOTOPBII OCYIIECTBIISIETCS Y JIUIT TIEPEKMBIINX CEPICYHBIN apecT (6mopuu-
Has npoguaakmuka) WIN y TallMeHTOB 0e3 3MM30J0B CEPIEUHOTrO apecTa B
aHaMHe3e, HO umeriux ¢axktopbl pucka pazsutus BCC (nepsuunas npo-
@uarakmuka). [Ipodunakruka pucka BCC momkHa BKIIOYATh B C€0ST MOIM -
duxkamnuo GakTopoB prucKa pa3BUTUS 3a00J€BaHUM, a TakKKe MPOBeIeHUE
aZieKBaTHOTO MEAMKAMEHTO3HOTO JICUEHUSI OCHOBHON M COMYTCTBYIOIICH
natojoruu. CoBpeMeHHas 3¢ dekTruBHas npoduiaktuka BCC ocHoBaHa
Ha KOMIUIEKCHOM TMOJXO/Ie, BKJIIOUAIOIleM B ceOsi TpUMMEHEeHUe MequKa-
MEHTO3HBIX, THTEPBEHIITMOHHBIX U XUPYPTUIECKUX METOJI0B MPOMUIAKTUKI
BCC. O6beM MpoBOIMMBIX TTPOPMIAKTUYECKUX MEPOTIPUSITUIL OyIeT oTpe-
NIEJISITBCST B 3aBUCMOCTH OT TOTO K KaKOil KaTeropuu OyIeT OTHECeH Kaxk-
bl KOHKPETHBIN MAallMEHT.

MeaukaMeHTO3HbIE MEeTOAbI

Hcnonb3oBaHue pa3TMYHbIX TPYITI MEAUKAMEHTO3HbIX CPEJCTB C LIeJIbI0
MMepBUIHON M1 BTOpruHOH nmpodmiaktuky BCC nMmeeT pa3ImuHbIi KJ1ace
MoKa3aHUl U YPOBEHb 10KA3aTeJIbHOCTU U OMPEaeIsieTCs] HO30J0TUYECKOM
dopmoit ocHoBHoro 3a601eBannst, K XCH, cocTossHueM crucTOIMIeCcKOit
dyHk1mMu Muokapaa JIZK, KIMH1UYecKoil CMUMITTOMaTUKOM, XapaKTepoM Hapy-
meHui putMa. C 3TOH LIeJIbI0O MOTYT UCIIOb30BaThCSI KaK IIpeIrapaThl, OTHO-
csrecs K CpeCTBaM JieYeHUsI OCHOBHOTO 3a00JieBaHUsI, TaK, COOCTBEHHO,
aHTHAapUTMHIecKue rmpemnapaTsl (AAIT).

Bera-aapenodyokaropsl. [TonoxuTeabHOE BIMSIHUE OeTa-0JI0KATOPOB
1 UX pa3HooOpa3HbIle 3 (HEKTHI XOPOIIO U3yYeHHBl B SKCICPUMEHTAaX U B
KJIMHUKE. AHTUApUTMUYECKUIT 2PPeKT OeTa-010KaTOPOB CBSA3BIBAIOT KaK
C UX aHTUUIIEMHWYECKUM IEHCTBUEM, TaK M CO CHUKEHUEM CHUMITaTHIC-
CKOM aKTUBHOCTHU. MeTa-aHanu3 25 rucciaenoBaHuii, Kacaloluxcsl OLeHKHU
BIMSHNS TaHHBIX IpeNapaToB Ha BBLKMBAEMOCTh Y MOCTUH(AaPKTHBIX
0O0JIbHBIX, BKIIOYaBIIMiA 1TouTh 25000 60IbHBIX, BRISIBUJ, YTO Ha3HAYECHUE
6eTa-0JI0KaTOPOB COMTPOBOXKAACTCS YBEIMUCHNEM BEDKBAEMOCTH,, CHIXKE -
HUEM 0011Ielt Y cepAeYHO-COCYAUCTON JIETaIbHOCTH, @ TAKXKE YMEHbIIEHUEM
yacToThl pa3Butust BCC [71]. [TonoxurenbHbIe 5 (HeKThI 0eTa-0I0KaTOPOB
B oTHomeHuu KA nu BCC Takxke nokazaHsl 1 1151 6016HBIX ¢ XCH nieMu-
yecKoil 1 HenmmemMudeckKoit mpuponsl (JIKMIT, TKMII, curnpoMom ymim-
HeHHoro QT, katexonaMmuHepruueckoit monumopgHoii KT, AITTXK, aop-
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TaJIbHBIM cTeHO30M) [72—75]. TlpeumyiectBo bb 3akitouaercs Takxke B
TOM, YTO UX MOKHO coueTathb ¢ aipyrumu AAII, B yacTHOCTH, — C aMUoOAa-
poHoM. [76]. Bei6op GeTa-0610KaTopa v MOAXO0Abl K TUTPOBAHUIO 103 OIpe-
NEJISTIOTCSI OCHOBHBIM 3a00JIeBAaHUEM,, KOTOPOE MMeeTCs y O0JIbHOTO (Imepe-
HeceHHblit OUM, XCH, AT u apyrue). Takum obpazom, 6eTa-610KaTOPHI
SBISIIOTCST 9 (GEKTUBHBIM U, TIPU HAIJIEXKAIIEeM 0TOOPE OOJBbHBIX 1 TTOAXO0-
Iax K Ioa0opy 103, 6€30TTacHBIMU CPeICTBAaMM, MMEIOT CaMyI0 OOJIBIIYIO
JIoOKa3aTeJbHYI0 0a3y U B HACTOsIIIIEe BPEMsl JOJIKHBI paCCMaTPUBATHCS B
KavyecTBe TperapaToB NMepBOi JIMHUY JIJIsT IPOBEACHUS TIEPBUYHOM U BTO-
puuHoit npodunaktuku BCC (1, A) [4, 12].

Nuruouropsr AII® u 610KaTOpPbl AHTHOTEH3UWHOBBIX PELENTOPOB.
IMonoxurenapHbie 3P dekThl UHrM6MTOpoB AITM Ha Teuenne MBC xoporo
M3BECTHO. DTa IpyIIia MpernapaToB BAUSIET Ha 3JIEKTPODU3NOIOTUNISCKIE
TIpoLIeCCHl B MUOKapie, Bo3neicTBys Ha (pyHkmio K- 1 Ca-KaHaioB, a TakKe
YBEJIMUIMBAIOT pe(ppaKTepHOCTh 1 PETIOISIPU3AIIAI0 MIOKAP/IA XKEJTYIOUKOB,
Mpeaynpekaasl pa3BUTHE apUTMUI 110 MEXaHU3MY pe-eHTPH, Y OOJTbHBIX C
XCH u ®XK nireMuyeckoro reHeza. AHTHapuTMuueckoe aeiictsue nAII®
TakXKe OOBSICHIETCS UX YTHETAIOLIMM JIeCTBUEM Ha CUMIIaTUYECKYIO HEPB-
Hyto cucteMy. OHU MHTMOUPYIOT LMPKYJIUPYIOLIE KaTeX0JaMUHbI U aHT U -
OTCH3MH-2, MOBBIIIAIOT YPOBEHb Kajaus B KpoBU. B HecKoabkux paboTax
ObLI0 TTOKa3aHo, yTo MATTM NMoBBIIAIOT YyBCTBUTEILHOCTE Oapopediiekca u
ynyumalot rmokasatean BCP. Hakonelr, antmapurMudeckuii apdext nuAITd
MOXET OOBSICHSITHCS IIPOTUBOBOCITAIUTEIEHBIMU CBOMCTBAMM M YMEHBIIIC-
HUEM BBIPaKEHHOCTH TIPOLIECCOB MTOCTUH(MOAPKTHOTO PeMOIETNPOBAHUS
MMOKapa Ha (hoHe UX MPUMEHEHUS.

Jloka3zaTesbcTBa MOJIOXUTENbHOTO BiMsiHUS MATID Ha BbIKMBaeMOCTb
oonbHbBIX, TiepeHeciinx OMM, a Takske Ha OOJIbHBIX C CEPACYHOM HEea0CTa-
TOYHOCTBIO KaK MIIEMMYECKON, TaK U HEUIIEMUIECKOU MPUPOABI TTOTY-
YEHBI B OOJIBIIIOM KOJIMYECTBE KIIMHUYECKNX MCCIEIOBaHN, TOKA3aBIIINX,
yTo NAIT®P 10CTOBEPHO CHIKAIOT OOIIIYIO M CEPACUYHO-COCYIUCTYIO JIETaThb-
HOCTb Y JaHHOI KaTeropuu mauueHToB [77—82]. OmHaKo, B OTIUYHUE OT
OeTa-0J10KaTOpOB B OOJBILIMHCTBE 3TUX KIMHUUYeCKUX ucnbitanuii, BCC B
KavyecTBe KOHEYHOU TOYKM He paccMaTpuBajiack. MCKITOUeHNEM sSIBIISIETCS
pangomusupoBaHHoe uccieagoBaHue TRACE, B KoTopom n3y4yanaoch BIUSI-
Hue TpaHnonanpuia Ha BCC, rae 6bu1 10Ka3aH MOJ0XUTEIbHBIN pe3yiib-
tat [82]. CrnenyeT 3aMeTUTh, YTO BepuUKalds MeXaHU3Ma CMEPTH, OCO-
o6enHo ipu BCC, npencTaBisieT U3BECTHBIE TPYAHOCTH, OCOOEHHO — B KJIHU -
HUYECKUX NCCIIeIOBAHUSIX, KOTIa CIydan CMEPTH, KaK IIPaBUJIO, OLICHUBA-
FOTCST PETPOCIIEKTUBHO. BMecTe ¢ TeM, He BBI3BIBACT COMHEHMIT TOT (haKT,
4TO MOoYTH MoJjioBMHa 00JbHBIX MBC, B 0COOEHHOCTH JMlia MepeHeclIne
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OUM, norubamT BHe3anmHo. OUeBUIHO, Mbl UMEEM TTPABO DKCTPAIIOJIM-
pOBaTh MOJIyYeHHbIE YOSIUTEIbHBIC PE3YIbTaThl O CHIDKCHUM C TIOMOIIIBIO
nAII®D cepaeuHo-cocynucToi tetanbHocTH 1 Ha BCC. [oarBepxkneHneM
BBIIIICCKa3aHHOMY SIBJISIETCST KPYITHBIN MeTa-aHaiau3 [80], meapo KOTo-
poro 6bia onienka Bnusiaust MAII® Ha puck pazsutust BCC. PesyiabraTh
9TOr0 aHaJIu3a, BKItOYaBIIero aaHHbie 15104 nauueHToB, MPUHUMABIIIUX
yuactue B 30 uccienoBaHusX (U3 HUX 15 ObLIU ciemnble, paHIOMU3UPO-
BaHHbIE I1a1Ie00-KOHTPOJIMpPYEMbIe), TToKa3aau, 4To HazHauyeHue nAIID
nmauveHTam, nepeHeciium MM, compoBoxKaaeTcsi yMeHbIIIEHUEM O0IIIeit 1
CepAeUYHO-COCYIUCTOM CMEPTHOCTH, TIpU 3TOM yacToTa pa3puTtus BCC cHu-
kaetcst Ha 20% (2356 ciaydaeB cMepTH, U3 Hux BHe3anHoi — 900). B cBsas3u
¢ 5TUM ToJioxkeHue 06 apdexktnBHOCTU NATTD M1 mpodmrakTuku BCCy
OousbHbIX, nepeHeciux UM u manmentoB ¢ XCH (cucronnueckoit iMchyHK-
1Meil) MPUCYTCTBYET BO BCEX COBPEMEHHBIX OTEUECTBEHHBIX 1 3apYOEKHBIX
pexkoMmeHaanusix rmo npodunakriuke BCC u mMeeT camMblii BBICOKUI ypOBEHb
nokazarenabHocTH (I, A).

Yro KacaeTcs faHHBIX 00 a3 dpekTuBHOCTH HATID 11 peayrpexaeHust
BCC y 605bpHBIX ¢ COXpaHHOM (DYHKITHEH JIeBOTO XKeayaouka, To MHDopMa-
IIMY Ha 3Ty TeMY CYIIECTBEHHO MEHBIIe. MIMEIoTCsT pe3ynbTaThl HECKOIb-
kux ucciaenopanuit (HOPE, EUROPA), moka3aBIImx MpenMyIIecTBa TAKIX
MpernapaToB, KaK paMUTIPWII 1 TIEPUHIOIPIII B OTHOIIEHUH TIPEI0TBpaIIe-
Hust BCC y GOJIBHBIX ¢ BBICOKMM PUCKOM Pa3BUTHS CEPIEIHO-COCYAMCTHIX
ocjioxkHeHwui [78, 79]. CnenyeT OTMETUTD, UTO B 3TUX UcchenoBaHusix BCC
He paccMaTpuBajlach B KAUYECTBE CAMOCTOSITEIbHOI KOHEUHOI TOUuKM. TeM
He MeHee, HazHayeHue UATI®D pekomenmytorcs 6onbHbIM XCH ¢ coxpaH-
HOM (hyHKITMEH JIEBOTO XKeTyI0UKa, TaK KaK MPeayIpexXaacT pa3BUTHE 1 ITPO-
rpeccupoBanue XCH (Ila, B) .

Taxum obpazom, HAITD TaksKe BXOISIT B TPYIITY IIPEIIapaToB HEOOXOMM-
MbIx i ipodmnakTuku BCC, npexae Bcero, y HoOCTUH(MAPKTHBIX O0JIbHBIX
U MAlMEHTOB C CEPACUYHON HENOCTATOUHOCTHIO.

Uto kacaeTcst 6JIOKATOPOB aHTMOTEH3WHOBBIX PELIENITOPOB, TO B IUIaHE
cHuxeHus1 cMepTHocTH Tipu XCH nx nmokasatesbHasi 0a3a MEHbIIE YeEM
y nAII®D. V3BecTHBI MOJOKUTEIbHBIE PEe3yJIbTaThl O CHUXKEHUN pUCKa
CepIeYHO-COCYINCTOM CMEPTHOCTH Y 001bHBIX ¢ XCH, moryuaBIImx Bajicap-
TaH 1 no3aptaH. B uccnenoBannt CHARM [83] mpencraBuTesb 3TOM rpyIThI
IpernapaToB — KaHaecapTaH y manueHToB ¢ XCH 1 cHIDKeHHOM CHUCTOM-
yeckoi dyHkuuein muokapaa JIZK nokaszan BelpaxkeHHYI0 3(pHeKTUBHOCTh
B CHUDKCHUWHM TOKa3aTesieii CMEPTHOCTH OT CEPACUYHO-COCYTUCTHIX TIPUUUH U
XapaKTepUCTUK BHe3ammHoi cMepTHOCTH (15% — cHikenue prucka, p=0,036).
[ToaTomy, mo-BUIMMOMY, B HACTOSIIIIEEe BpeMsl KaHAecapTaH MOXET UCITIO/b-
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3oBathbes st mpodrmtakTuku BCC y 6onbHBIX XCH 1 cHkeHHOM @B JIK,
HapaBHe ¢ MATI®. B orHomenuu npeaynpexiaeHus BCC ¢ moMolibio 6710-
KaTOPOB aHTMOTEH3UMHOBBIX PELIENITOPOB Y OOJIBHBIX C COXpAaHHOI (DYyHKITUEH
JI2K B HacTosiiiee BpeMst OTCYTCTBYIOT YOeIUTeJIbHbIC JaHHBIC.

AHTaroHMCTHI aJbA0CTEPOHA. PeTpOCTIEKTUBHBIN aHATU3 MCCIICTOBAHMS
SOLVD (6797 6onbHBIX, 424 ciydasi CMEPTH) IIPOAEMOHCTPUPOBAJI B3aMOC-
BSI3b MeXXIy TpuMeHeHueM auypeTukoB Ipyu XCH 1 puckom BCC. Ipuuem,
TP UCTIOJTb30BAHUY KaJTMicOeperalolnxX INypeTHKOB, KaK OTAETbHO, TAK 1 B
KOMOWHAIIMK C TPYTUMU MOYETOHHBIMU, TaKasi B3aUMOCBSI3b He TIPOCIIEXK1Ba -
nack. UccnenoBanue RALES (1663 601bHBIX) OBLIO MIPEKPAIIEHO TOCPOYHO,
TaK KakK Y 00JIbHbBIX ¢ BbIpakeHHo XCH, npuHuMaBIIMX CITMPOHOJIAKTOH, 10
CpPaBHEHUIO C OOJIbHBIMM, MCITIOJIb30BABIIMMM IE€TIEBbIC TUYPETUKH, Yepe3 2
roja HaOIIOIEeHUS OBLIN JOCTOBEPHO HIDKE TTOKa3aTen OOIIIEeH JIETaTbHOCTH
(35% npotus 46%) u BCC (10% nipotB 13%). [1pr 3TOM CyIIeCTBEHHOTO
YMEHBIIECHHS YaCTOTHI BBISIBICHUS KEIYIOUYKOBBIX apUTMUI He OBIJIO OTME-
yeHo [84]. ITokazaHo, 4TO 3JEKTPOJUTHBIE HApYILIEHUsI, BO3HUKAIOLLIME TIPU
Ha3HaueHWU HEKaJTMCOeperalmx IMypeTUKOB, MOTYT CIIOCOOCTBOBATh pa3-
BUTHIO (haTaIbHBIX apUTMUIA, TOTA KaK aHTaArOHKMCTHI aJIbIOCTEPOHA, BepO-
SITHO, UTPAIOT ITPOTEKTUBHYIO POJib. B majbHeliiem ObL10 MoKa3aHo, YTO aHTH -
apuUTMUYEeCKUi a3(pPeKT JTaHHBIX ITpernapaToB boiee clioxkeH. biiokana anbuo-
CTEPOHOBBIX PELICTITOPOB TIOMUMO COXPAHEHUS KaJIMsl 1 MarHUSI IIPUBOIUT K
YCTPaHEHUIO CUCTEMHOM Ba30KOHCTPUKIMU, MIPEAYIIPEXKIAET CTUMYJISLIAIO
00pa3oBaHUs KOJUIareHa 1 pa3BuTHe (rOpo3a B MUOKaApPIE, a TAKKe OKa3bl-
BaeT BIMSHUE Ha aBTOHOMHYIO HEPBHYIO CUCTEMY, SIBJISTIOIIYIOCST aKTHBHBIM
YYaCTHUKOM apUTMOTeHe3a, Yirydiiias rmokasaTe i BCP 1 moBbIIast 4yBCTBU-
TeJIBHOCTh Oapopedirekca [85, 86]. B mocemHIe Tombl CTav TOCTYITHBI PE3YJIb-
TaThl IPUMEHEHHSI HOBOTO aHTarOHKCTA AJIbAOCTEPOHA — DIJIEPEHOHA, KOTO-
pble MOATBepXkaatoT 3(h(eKTUBHOCTD TOI TPYIIIIHI IIPENapaToB B CHIDKEHUN
pucka BCC. CnenosarenbHo, mis npenynpexaeaus BCC y 6onbHbIx ¢ XCH
B CXeMy Tepalliy peKOMEHAYeTCs BKIIIOUaTh aHTarOHUCTHI anpaoctepoHa (I,
A), mpryeM He TOJIBKO IIPU 3aCTOMHOI CepAeuyHOM HeOOCTaTOUHOCTH, HO 1
npu XCH 11 ®K [87] .

AneTHICAIMIAIOBAS KUCJIOTA. YOeIUTEIbHO 10Ka3aHO, YTO Ha3HAYeH1e
aleTUJICATMIIMIIOBOM KHUCIOTHI UMEET MO3UTMBHOE 3HAYeHUE KakK IS TIep-
BUYHOM, TaK U BTOPUUYHOM MPOPUIAKTUKU KOPOHAPHBIX COObITHIA. [ToMrMo
Jie3aIrTPEeraHTHBIX CBOMCTB MMEET 3HAU€HWE MPOTUBOBOCIIAIUTEILHOE ICii-
CTBUE Ipenapara, YTO yMEHBIIAET MPOLECCHl PEMOJIEIMPOBAHUS B 310PO-
BBIX TKaHSIX. PeTpocTieKTMBHBINM aHAIN3 pe3yabTaToB uccienoBanmns SOLVD
nokasaj, 4To y 60bHBIX ¢ XCH HazHaueHMe alle TUIICATUILIIIOBOI KUCIOTHI
Ha 24% cHuxano yactory passutust BCC [88]. CornacHO CyIECTBYIOLIMM
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pPEeKOMEHIAIMsIM NTaHHBIN TpernapaT BXOAUT B CTaHIAPThI MpoduaakTHIe-
CKOTO JIeYeHHUS KaK y 001bHBIX epeHecnx OMM, Tak 1 y TallMeHTOB CO
CTaOMIIBHOM CTeHOKApAUeil M OCTPHIM KOpoHapHBIM cuHApoMoM (I, A).

Crarunbl. O030p JaHHBIX IUTEPATYPhI CBUIETEILCTBYET O CYIIIECTBCH-
HOM CHUXXCHUM CEPACYHO-COCYANCTON CMEPTHOCTH IIPU MCITOJIh30Ba-
HUs cTaTUHOB Y 60JibHBIX MBC. B 60JbIIMHCTBE U3 TPOBEIEHHBIX KJIU-
Hudeckux ucnbitanuiit BCC, kak oTae/bHas KOHeUHasi Touka, He olle-
HuBajgack. TeM He MeHee, B McCAeq0BaHUU 4S MpU MPUMEHEHUU CUM-
BacTaTHMHA Hapsoy C CYIIECTBEHHBIM CHUXXEHHUEM 00Ileli CMEPTHOCTU U
CMEPTHOCTU OT KOPOHAPHOU 0OJIE3HU Cepala OTMEYaIach TEHACHLUS K
yMeHbIeHn0 9acToThl BCC. AHaIOTUYHBIE pe3yIbTaThl ObUIN ITOTYIeHBI
B oTHomeHuu npaBactatuHa (LIPID). KpyrnHblit MeTa-aHaiu3, BKIItoYaB-
i 90 000 manMeHTOB, MPUHUMABIINX YYacTue B 14 paHIOMU3UPOBaH-
HBIX MCCeA0BaHUsSX, TpoBeaeHHbIN 10 2005 roga, nokasas a@eKTuB-
HocTb cTaTuHOB 1151 TpoduitakTuku BCCy 6onbHbIX UBC [89]. [ToaToMy
B CYIIECTBYIOILIMX peKoMeHaalusx rmo npoduiaktuke BCC ucnonb3oBa-
Hue ctaTuHOB y 60abHBIX UBC npusnaercs HeooxoaumbiMm (I, A) [4, 12,
90]. dng npoduIaKTUKA Pa3BUTHUS CEPAEUHO-COCYIUCTHIX OCTOKHEHU
Ha3HaYeHNE CTATUHOB PEKOMEHAYETCSI BCeM OOTbHBIM, OTHOCSIIINMCS K
TPYIIIE BEICOKOTO CepACUYHO-COCYIMUCTOTO prcKa. YTo KacaeTcst mpuMeHe -
Hus ctatuHoB Wi npoduinakTuku BCC y mauuentos ¢ XCH Heunemu-
YeCKOW 3TUOJIOTUH, TO AOKA3aTeJIbHOMW 0a3bl IJI 9TOU KaTeropuu 60Jib-
HBIX B HACTOSIIIIEe BpeMs HE CYIIECTBYeET.

m3-nomHeHacbimenHbie kupHbie KUcaoThl (ITH2KK). [TepBbie coobiieHMs
00 apdextnBHocTH TTHXKK mnst mpopunaktuku BCC Obutn moyyeHbl B
ucciaenosanuu DART, KoTopoe npoaeMOHCTpUpPOBaJo, YTO y JIUII, yIOTpe-
OJISIBILIMX JBa pa3a B HEJENI0 1 0oJiee KUPHYIO peIOy, Habmoganock 30%-e
CHIDKEHUE YaCTOTHI CEPACTHO-COCYIUCTOM JIETATbHOCTH, IIPEUMYIIECTBCHHO
3a cUeT yMeHbIIeHHS crydaeB D2K.

B manbpHeiiemM rumnore3a Obula MpoBepeHa B SKCIIEPUMEHTaX Ha XKUBOT-
HBIX, U B YaCTHOCTH, ObLIO MoKa3aHo, yTo w3-TTH2KK, ocHOBHBIE XXUpHBIE
KUCJIOTHI, MMPUCYTCTBYIOLIME B XUPHOU pbIOE, OKa3bIBAlOT MPOTEKTUBHOE
neiictre B oTHomeHun O2K. Bbuti U3y4eHbl MEXaHM3Mbl aHTUAPUTMUYEC-
ckoro neiictBus w3-ITHXKK, koTopble 3aKkioyaroTcs B TOM, 4TO MOCHEN-
HUE B YCJIOBUSX UIEMUHU WUIN aIPeHEPTUUECKON CTUMYJISIIAN CTaOVUT3H -
pPYIOT MeMOpaHy KapIMOMMOIIUTOB, BIMSS Ha pabOTy HATPUEBBIX, Kale-
BbIX M KaJbLIMEBBIX MOHHBIX KaHaJI0B, AeicTBYys nmogooHo AAII Ib kiacca
(MekcuJIeTUH-NIOI0OHOE ECTBIE), HO He 00ianasi Mpu 3TOM MPOAPUTMU-
YECKUM U apuTMOTreHHbIM 3 dekTaMu. C 351eKTpohU3NOJOTMYECKON TOUKHU
3peHus 3aluTHOE AeiicTBUe oT HazaHueHus1 m3-TTH2KK 3axkiovaercs B Tom,
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4yTO Ha (hOHE UX TPUMEHEHUST HeOOX0aMMa O0JIbIIIast aMTUTMTY/Ia SJIEKTpUYe-
CKOT'0 3KCTpacTUMYyJIa ISt MHIYKIUK «apPUTMAYECKOTrO» MOTeHLIMAa Ieii-
CTBUSI, a TAKXKE OTMeUaeTCsl yBEIMUCHUE NIUTETbHOCTH 3(PDEeKTUBHOTO ped-
pPaKTEepHOTro Meproa KapaMOMUOLIMTOB, YTO MPeAyNpeskaaeT 3amyck (aTaib-
HbIX apUTMUiA, B ToM uncie u ®XK [91].

I[ToMuMO cypporaTHOTO CIIa0OBBIPAXKEHHOTO aHTUAPUTMUICCKOTO Neii-
CTBUS 3TH TIperapaThl 00JIagaroT MPOTUBOBOCTIAUTEIBHBIM IECTBUEM,
CHUXAIOT 00pa3oBaHMWE KUCIOPOIHBIX PAAUKAIOB U YMEHbBIIAIOT perep-
(by3roHHBIE OCJIOXHEHMUS, TTOBBIIIAIOT CUHTE3 YHEPTUU B MUTOXOHIIPUSIX,
YJIYYLIAIOT SHAOTEIUATbHYI0 (DYHKIINIO, CHUXKAIOT YPOBEHb TpOMOOKCaHa
U arperaiuio TpoMoo1MToB. B psae padot nmokaszaHo, yto w3-ITHXKK yBe-
mrunBator napamerpsl @B JIK u yinyuinator nokasarean BCP, oka3biBast,
TaKM 00pa3oM, MOIU(DUILIMPYIOIIee BIUSHUS HA OCHOBHBIC Y BTOPOCTEIICH-
Hele akTopsl pucka BCC [92].

YoemutenpHas qokasatenbHas 6a3a B otHomeHUH w3-TTHXKK obuta momy-
YyeHa B ABYX KPYMHbIX uccienosanusx. B uccnenosanuu GISSI-prevenzione y
60sbHBIX ¢ OMM npumeHeHne oMakopa B 103¢ 1 T/CyT COnpoBOXKIaI0Ch JOCTO-
BepHBbIM cHIKeHMeM prcka BCC Ha 45%, cepieqHO- COCYIUCTON CMEPTHOCTH
Ha 30% u yMeHbllIeHreM pucka obieii cMeptu Ha 20% [93]. PesyabraTbl MHO-
TOLIGHTPOBOT'O ABOMHOTO CJIETIOTO T1alie00-KOHTPOJIMPYEMOTo UCCISI0BaHMS
GISSI-HF, onyonukoBanubie B 2008 roay moxkasaiu, 4To Ha3HauYe€HHE OMa-
Kopa B 1o3e 1 r/cyt y 6ompHBIX ¢ XCH Ha (hoHe onTuManbHON MeIUKaMEH-
TO3HOI TepaIIMK COITPOBOKIAETCS CHIDKEHUEM PUCKa 001LLeil cMepTi Ha 9% u
YMEHBIIIeHNE KOJTMYEeCTBA TOCTTUTAIM3ALIMI 10 TIPUIMHE KeJTyT0YKOBBIX HApY-
1eHuit putma. Ipu 3ToM KomuecTBO MoOOUYHBIX 2P dOEKTOB B IPYIIIIE JICYSHUST
w3-TTHXKK He ominyanock oT rpymnbl KOHTposis [94].

Cy1lIecTBYIOT psi IyOIMKaluii, B KOTOPBIX MOKa3aHO BIMSIHUE OMaKopa
Ha BBIPaXK€HHOCTD KETYAOUKOBBIX HapyIlIeHU puT™Ma. B omHO# M3 HuX,
yXXe uepe3 Mecs1l OT Havyaja Tepanuu, noodasnenue w3-ITHXKK nmauuenTam
co crabmnbHOU MBC mpuBeo K CTaTUCTUYECKU JOCTOBEPHOMY YMEHBIIIE-
HUIO YKCIIa 3TN3010B HeycToiunBoil 2KT 1 ynciia mapHbIX XKeJTyT0IKOBBIX
aKcTpacucTos [935].

Takum oOpa3oM, K HACTOSIILIEMY BpeMeHHU YOeIUTeIbHO TTPOAEMOHCTPH -
poBaH npodunaktruyeckuil apdekt w3-ITHXKK y 60abHBIX, MTepeHecnx
OWUM B otHoeHuM pucka pazputus BCC. CoracHo CylecTBYIOLINM PeKO-
MeHIausaM, 00JbHBIM, TiepeHeciium MM, cienyert ynotpebasith B IeHb |
rpamm w3-TTHXKK, a mMeHHO — oMaKop, a TAaKXKe yCTpanuBaTh «pbIOHBIC THU»
(oxo0110 200 r )KMpHOI PBIOKI), IO MEHbILIEN Mepe, IBaXK bl B Heaeo [96, 97].
JaHHBIX 0 BO3MOXKHOCTHU Hcmonb3oBaHus oMera-3 [THXKK msa BropmaHoii
npodunaktuk BCC y 60JbHBIX, MEePeKUBIINX OCTAHOBKY KpOBOOOpalie-
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HUsI, B HACTOSIIIIEE BpeMsl HEIOCTaTOUHO, HO UCCJIETOBAaHUsS Ha 3Ty TEMY, B
yacTHOCTU y 60bHBIX ¢ K], — mpomoskaoTcs.

HuTtpatsl. [Tockonbpky ogHuM 13 Mexanu3MoB BCC MoryT OBITH Hille-
MUWYECKHE COOBITHSI, BEPOATHO, OTHUM U3 IryTeit mpodumaktuku BCC y
3TUX OOJILHBIX MOTYT OBITH HUTPATHL. JIOJITOCPOUHBIX paHIOMU3NPOBAH-
HBIX UCCIIENOBAHMI, OLICHMBAaBIINX 3(D(EeKT aHTHAHTUHAILHOM Tepariy Ha
ZKHP, He TpoBOIMIOCH I OHU HE BKIIFOUEHBI B MEXKIYHAPOIHBIE M OTEUE-
CTBEHHbIE PEKOMEHIALINU T10 UX JieueHuo. TeM He MeHee, UMEIOTCsI AaHHbIe,
CBUAETEJbCTBYIOLINE O MOJOXUTEILHOM BIMSIHUM Tepaliui HUTpaTaMM Ha
JKETYIOYKOBYIO SKTONMMYCCKYIO aKTUBHOCTb, M MX Ha3HAYCHUE MOXET 00CYK-
naThCs py nedeHnn nieMmudyecknx 2KHP [98].

AAII IC knacca. [Ipumenenne AAII mna npodunaktuku BCC nmeer
3HAYNUTEJIbHBIC OTPAHWYCHHS, a B PAIC CIIyYaeB, COMIACHO JaHHBIM MHOTO-
LIEHTPOBBIX PAHAOMU3UPOBAHHBIX UCCIICIOBAHNI, MOXKET IIPUBECTH K YBE-
JIMIEHUIO PHCKa CePhEe3HBIX HEXKeIaTeIbHBIX MOCIeACTBHI. B yacTHOCTH,
cornacHo gaHHbIM uccienoBanuit CAST u CAST-11 Ha3zHaueHMe nmpenapa-
toB IC kiacca mauueHtaM ¢ 2KHP 1 ykazaHusIMu B aHaMHe3e Ha MepeHe-
ceHHBIN paHee OMM compoBoXaaeTcs TOCTOBEPHBIM YBEJIMUCHUEM XapaK-
tepuctuk BCC [99, 100]. Tem He MeHee, CYIIECTBYET PSII CUTYaLMiA, TIpU
KoTopbix Ha3HaueHre AAT MoXeT ObITh OTTpaBAaHO.

[Ipesxme Bcero, 3T0O MAIMEHTH ¢ UMIUIAHTUPOBAHHBIMU KapaUOBEPTEPaMM-
nedeopuistopamu (MK/I) u yacTbiMu 0600CHOBaHHBIMU CpabaThbIBAHUSIMU
o mosoxy pemauBupytomeii KT /MK, Takast cutyanus B CBOUX KpaifHUX
MPOSIBICHUSIX HA3bIBAETCS apUTMUYECKUM IIITOPMOM U OOYCJIOBIMBAET HEO0 -
XOJIMMOCTb I0TOTHUTebHOTO HazHaueHus AAT mst repanuu 2KT v yMeHb-
LIEHUS KoJin4yecTBa anu30a0B Tepanuu UK.

AmMmonapoH u cotasion. AHTHapuTMudecKuii ekt mpemapatos 111 kmacca,
TaKMX, KaK aMHOIapOH M COTAJIOJ CBsI3aH C VIJIMHEHNEM ITOTeHITNAIIA ICHCTBIS
¥ YBEJIMYECHHUEM JTATCIIBHOCTH pedpaKTepHOTo MeproIa, 4TO CITOCOOCTBYET
MPEPBIBAHUIO LIMPKYJISIIINN 3JIEKTPUIECKOTO MMITYJIbCA B TIETJIC pe-CHTPH,
a TaKKe TMOIABJISIET apUTMHM, BO3HUKAIOIINE IO TPUTTEPHOMY MEXaHU3MY.
[NonoxuTenpHOe BAMSIHUE aMUOJapOHa U COTaloJla Py apUTMUSIX CBSI3aHO, B
TOM UKCJIE C UX aHTUUILIEMUUECKNM IeicTBUeM, ymeHbleHueM YCC, Helipo-
MOIYTMPYIONTAMHI BO3NEHCTBUSIMU 1 BIMSTHUEM Ha COKPATUTEIBHYIO (DYHKITUIO
JieBoro kemynouka [ 101]. Borpoc o BMusitHIM TaHHBIX ITpeTiapaToB Ha BELKIBA-
€MOCTB IIPH MX JOJITOCPOYHOM Ha3HAYCHUN OCTACTCS OTKPBITBIM. P KimmAm-
YeCKMX UCTTBITAHWI U OMH MeTa-aHaJIN3, BKITFOUaBIITNIA HECKOJTBKIX KPYITHBIX
HCCIIeIOBAHNMA, MTPOIEMOHCTpUpOBaIM cHKeHre yactoThl BCC npu Ha3zHa-
YeHUM aMUOAapoHa y TalMeHToB ¢ aucdyHkuueit JIZK mocie nepeHeceHHOTo
OUM u nenmemudeckoit IKMIT [102]. OnHako GOMBIIMHCTBO OOJBHBIX B
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ATUX KIIMHUYECKMX UCCIIEOBAHMIA HApsITy C aMUOTAPOHOM MPUHUMAJTU 1 OeTa-
onokatopsl. KpyrHoe, xopoio crimanupoBaHHoe ucciaenosanue SCD-HeFT,
B KOTOPOM OIIeHMBaJIaCh MpodriakTrudeckas 3¢h(GeKTMBHOCTh aMUOIapOHa B
otHoweHuu npenorBpanieHuss BCC npu XCH, He BBISIBUIO €r0 MTPerMYyILeCTB
10 CpaBHEHUIO ¢ Tiane6o y 6osbHbIX ¢ [V OK XCH [103].

BwMmecrte ¢ TeM, clieayeT OTMETUTD, YTO COTAJION, KaK M aMUOOaPOH, SIBJISI-
10TCsl HanboJjee a(pPeKTUBHBIMU CpeACcTBaMU TpU JeyeHun KA. MIx Ha3Ha-
YeHMe TIPUBOIUT K yITMHEeHIo MHTepBaa QT 1 MOXKET OKa3bIBaTh, TAKUM
00pa3oM, IIPOapUTMHUIECKOE IeCTBIE.

B HacTosee BpeMsT HeT yOeaUTEeIbHBIX JaHHBIX 00 YIIyUIIeHUN BHIKH-
BaemocTu Ipu ucnonb3doBaHuu AAII 111 kitacca y 00JIbHBIX ¢ KapaAuaJbHOMI
naroJiorueii u ZKHP. MIx Ha3HaueHre MOXET ObITh OIPaBIaHO y MAllMeHTOB
¢ KA B couetanuu ¢ 6eta-agpeHoo6okaTopamu (mst amuogapoHa — Ila, B;
11t cotanoia — Ila, C) ripu TiaTeIbHOM KOHTPOJIE 32 BO3MOXKHBIMM ITO00Y -
HBIMU 3 PeKTaMU OT X Ha3HAUCHUS, a TAKXKE apUTMOT€HHBIMU U ITPOAPUT-
MU4YecKuMu 3¢ GeKTamu.

Taxum obpa3oM, camMblii BEICOKMIT YpOBEHb J0Ka3aTeIbHOM 0a3bl B OTHO-
meHun npodunakTuku BCC umeetcst y 6eTa-0J10KaTopoB, KOTOPbIE CEAyeT
Ha3Hayath (MPpY OTCYTCTBMHU MPOTUBOINOKA3aHUI) C LIEJIbIO TIEPBUYHOI TTPO-
¢unaktrku BCC Bcem 0onbHBIM, TiepeHeciiiM OMM, a Takske nmaupeHTam ¢
cucronmueckoit nuchynkumeit JIZK, kak uiieMuieckoro, Tak U HeMIIeMUYe-
CKOT'0 FeHe3a BHe 3aBUCHMOCTH OT apUTMIYecKoro aHamHe3a [ 1,4, 12, 104—106].

C Toi1 ke 1enblo Y 0oJIbHBIX, TlepeHecux UM, HazHavatotes nAIldD/
APA, ctatunbl, aciupuH, w3-TTHXKK [107—109]. ¥ 6onbHbix ¢ XCH Heu-
IEMUYECKOTO reHe3a o0s13aTeibHO HazHaueHre MATTD/APA, aHTaroHUCTOB
anpaoctepoHa, w3-TTHXKK [87].

HNHTepBeHIIMOHHBIE METOIbI

B aTOM nonpasnesne 06¢cykaatoTcsi COBpeMEHHbIE BO3MOXKHOCTHY ITPUMEHEHHS
Pa3TMYHBIX THTEPBEHLIMOHHBIX METONOB B ITpoduiakTike BCC. Mcnonb3oBaHue
KaXIIOTO U3 HUX MUMEET Pa3TMYHBII KJTacc MoKa3aHWi 1 ypOBEHb 10KA3aTeIbHOCTU
M OTIpeNeIsieTcsl HO3010rnyeckoii hopMoii ocHoBHoro 3abosneBanust, K ceprey-
HOI HETOCTATOYHOCTH, COCTOSTHUEM CHCTOIMYecKor (DyHKIMM Muokapaa JIZK,
KJIMHAYECKON CUMIITOMATUKOM, HAJIMYUEM HAPYIIEHWIA pUTMA.

HK/J
CoBpeMeHHBII UMITIaHTUPYEeMbIi KapnuoBepTep-aehudpmuisrop (MKII)
TIPEACTaBIIIeT COOOM CHCTEMY, COCTOSIIIIYIO M3 YCTPOMCTBA, KOTOPOE 3aKITIO-
YEHO B HEOOJIBIIION TUTAHOBBIN KOPITYC, KOTOPBIi pa3MeIaeTcsT TTOIKOXHO
WY TT0A(aCIIMaIbHO B JIEBOM IMOAKITIOUNYHOI 00JIaCTA U OMHOTO MU OoJIee
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3JIEKTPOJIOB, YCTAHOBJIEHHBIX B Kamepax cepaua. Ha ceronHsiHuii ieHb npu-
MEHSTIOTCSI OJTHO-, IBYX- M TpeXKaMepHbIe (OMBEHTPUKYISIPHBIC) CUCTEMEL.
B GobImMHCTBE armapaTtoB caMO YCTPOMCTBO, 3aKIFOYEHHOE B TUTAHOBYIO
KOpOOKY, sIBJISIETCSI YacThIo Lienu paspsina aecduopusuisitopa [110] (puc. VIL1).

B ocHoBe nmeTekiuM apuUTMUI JEXUT aHaau3 uHTepBaja R-R, dopmel
JKeJYA0YKOBOIro cUrHalia, crabuabHocTu RR-mHTEpBana, COOTHOLLIEHUS
XapaKTEepUCTHK IIPEACEPIHON 1 JKeJIyTOIKOBOI aKTUBHOCTH (B IByXKaMep-
HBIX CUCTeMax). BXxoasimmmii curHaj mpoxoauT (pUIbTPaIldio, B Pe3yJIbTaTe
KOTOPOM SIMMUHUPYIOTCS U HE TIOIBEPraloTCsl IeTEKIIMM HU3KOUACTOTHbBIE
(obycnoBneHHbIe T-BOJIHOM) U BBICOKOYACTOTHBIE KOMITOHEHTHI (00YCJIOB-
JIEHHBbIE aKTUBHOCTBIO CKEJICTHOU MYyCKYJIaTyphl).

B nechnbprimisiTopax CyIiecTBYIOT pa3INdHbIe 30HBI IETEKIIMH YaCTOTHI Cep-
JIEIHBIX COKpaleHuii. Hampumep, eciii yacTota apuTMHUH IIOTIanaeT B T.H. 30HY
GUOPWILIALIUY KeJTyTI0YKOB (Tl YaCTOTa COKPAILEHUH XKeTyI0YKOB IPEBbI-
maet 200 B MUHYTY), TO MPOMCXOAUT pa3psia Aepudpuisitopa ijist Tepanuu
®2K nm BeicokouactoTHO KT (puc. VI.2). B 1.H. 30He 2KT BO3MOXKHO T1po-
BEICHUE pa3IMIHBIX BUIOB AaHTUTAXUKAPIMIECKOI JKeJTyTOUYKOBOM CTHUMYJISI -
LIVY JUTSI TTOaBIeHUS apuT™Muif. Tak, reMonMHaMWYeCK1 He3HaYMasi, OTHO-
curebHo MemieHHas KT, peructpupyeMasi B HU3KOYaCTOTHOM 30HE AEeTeK-
LM, MOKET OBITh YCTIEIITHO KyMMpOBaHA aHTUTAXUKAPAUTUUECKON CTUMYJISI-
uueit. KT moxeT 0bITh KyniupoBaHa B pexxume BURST (ctumynsiuysi KOpOT-
KUMMU [aYKaMyu UMITYJIbCOB ¢ 4acToToii, Ha 10—30% mpeBblllaloiieil 4acToTy

{ Lene degpubpunnayuu

Puc. V1.1 Cxema coBpemMeHHbIx UK. YCTpOWCTBO COCTOUT U3 TUTAHOBOTO kopryca (1) 1 BHy-
TpucepeyHoro anektpoda (2). Uenb paspsiga VKO 3akntoveHa mexay Koprnycom yCTponcTBa
1 KaTywkown (3), Haxogsienca Ha anekTpoge. C MOMOLLBI0 AUCTaNbHOTO KOHYMKa 3nekTpoaa
(4) ocyllecTBnseTca AeTeKUMS apUTMUYECKUX CODBITWIA N NpoBefeHNe aHTUTaxu- n aHTMbpa-
[u- 3NeKTpoKapaAMOCTUMYNSLN
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30Ha 30Ha
30Ha 30Ha .
Keny[ouyKoBoi dubpunnaLmm
6paaun- HOPMOCKCTONNM
Taxukapgum XKeNy[ouKoB

Yacmoma cepOeyHebix cokpaujeHud, yo. 8 MUH.

|
~40 ~120 ~200
Jlemexyus, ATCu/unu
HC mepanus He nposodumcs kapduoeepcus/ || Jegpubpunnayus
Oegpubpunnayus

Puc. VI.2. 3onbl getekumm B UK. MNpencrasneHa cxema, otobpaxatoLasi 30Hbl AETEKLMM B CO-
BpEeMEHHbIX MK,D,, B 3@aBMCMMOCTU OT HYaCTOTbl Xely404KOBbIX COKpaLLleHMVI. BT.H. 6pa,D,I/ICI/ICTOJ'IM-
yeckon 30He (UCC Huxe 40 B MuHYTY) npoBoauTcst 0bbiuHasi OKC B yCTaHOBMEHHOM PEXMME; B
T.H. HopMocucTonuyekon 3oHe (YCC 40-150 B MUHYTY) annapat OCyLLECTBNSET NULLb AETEKLMIO
CODbITWIA M ANEKTPOKAPAMOTEPANUS HE MPOBOAMUTCS; B T.H. 30HE Xenya04KkoBomn Taxukapaum (UCC
150-200 B MUHYTY) MOXET npoBoauTcs aHTuTaxvkapaudeckas OKC (ATC) unu kapavoBepcust; B
30He mbpunnsaummn xxenyaoqkos (mpy YCC 200 B MyHYTY 1 BbilLe) MCNorb3yeTcs Aeubpunnaums
Taxukapauu), RAMP (CTUMYJISILIUS UMITYJIbCAMU C TIOCTETIEHHO YBEIUYMBA-
IOLLENCS YaCTOTOM, TP KOTOPOM KaXKIbII MOCIEAYIOIINIA UMITYJIbC YKOPAYX-
BaeT LUMKJ CTUMYJISILIMY 10 CPaBHEHUIO C TIpeAbIayIInM) uiu RAMP+ (ctu-
MYJISILASA ONUMHOYHBIM CKAHUPYIOLIUM 3KCTPACTUMYJIOM, KOTOPBI HAHO-
CUTCS B 3aBUCUMOCTH OT JUTUHBI [INKJIa TAXUKAPIWUU YCTAHOBJIEHHBIM UHTEP-
BasioM cuerieHus ). [pu nx HeaheKTUBHOCTH BBIMOJIHSIETCS KapaAUOBEPCUST
(puc. V1.3). B 1.H. HOpMocucTommdeckoii 30He (YCC HaxomuTcs B IMAITa30He
40—150 ynapos B MuHyTy) MKJI neTeKTupyeT puTt™, a B OpagrcUCTONMIYECKON
30He (UCC Hmxe 40 yogapoB B MUHYTY) aIlllapaT OCYIIECTBIISICT 3JIeKTPOKap-
NIUOCTUMYJISILAIO B 3aIIpOTPAMMUPOBAHHOM BpPauyoOM peXUME.

[TapameTphl I€TEKIIMKU W aJITOPUTMbI TEPATTAU 151 KaXKIIOW 30HbI yCTaHAB-
JIMBAIOTCSI BO BPEMS TECTUPOBAHUS YCTPOMCTBA C TIOMOIIIBIO ITpOrpaMmaTopa.
B 3aBUCHMMOCTM OT KIMHUYECKOI CUTYyaLlMU, TPOBOAMMON MEeIUKAMEHTO3HOMI
Teparuu 3TU 3HaYEHUSI, B TaJIbHEHIIIeM, MOTYT KOPpUTHUpOBaThes. 1151 penoT-
BpaLLIEHUS HEOIIPABAAHHBIX Pa3psI0B BO BpEMSI CYIIPABEHTPUKYISPHBIX apUT-
MUIi, CHHYCOBOI TaxrKapAuU MPUMEHSIOTCS (DyHKIIMU aHaJIU3a CTAOUIbHOCTH
RR uHTepBana (mpu TaxucucToamyeckoi hopme GUOPUIUISILIAY TIPEICEPINIA),
Mop(doJIOruu SHAOTPaUUECKOro XKeyT04KOBOIO CUTHAJIA, PETUCTPUPYEMOTO
JKEJTyIOUYKOBBIM 3J71eKTpoIoM. CyllieCTByeT BO3MOXKHOCTb OLIEHUTh BHE3aITHOCTh
Havaya Taxuaput™Mu (tipr BosHuKHOBeHNM KT mmm @K BemmamHa mHTEp-
Bajia RR BHe3amHo yMeHbIIaeTcs), a TaKKe 3aperucTpupoBaTh SHIOrpaduye-
CKMe CUTHAJIbI B Iipencepausx u xkenynoukax. [Tonoop tepannu MK onpene-
JISIeTcsl BpauyoM Ha OCHOBAaHUM MEPEHOCUMOCTH 00IbHBIM KJIMHUYECKOM Taxu-
Kapauu. Tak mipu reMoguHaMudecky 3Haunmoi obictpoil KT mm DK nep-
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R R Vp Vp Vp Vp Vp
400 360 320 320 320 320 ms
lMaHenb A
R R Vp Vp Vp Vp Vp
400 340 320 310 300 290 ms
lMaHenb b
Rvrt Rvt Vp Rsk Rsr
400 360 450 500 ms
lMaHens B

Puc. VI.3. Bugbl aHTUTaxmkapauTUYeCKon cTuMynsumum. Ha nasene A cxemaTuyHo npeacTas-
neH Burst pexxum ATC. OnuHa uukna XKT (nHtepsan R-R) coctasnsiet 400 mc. ATC nposoautcs
¢ domkcmpoBaHHOM AnnHoM umnkna (uHtepsan Vp-Vp) 320 mc, coctaensiowmii 80% OT ANMHbBI LWK-
naXXT. Ha naHene b cxematnyHo npeactaeneH Ramp pexum ATC. OnuHa umkna XT (vHTepsan
R-R) coctaBnsier 400 mc. [MpoBoanTcs CTUMYNSLMS UMMYNbCammM C NOCTENEHHO YBENUYMBatO-
LLEeNCs YaCTOTON MPW KOTOPOMN KaxX bl UMMYNbC YKOPaYMBAET LMK CTUMYMALMM NO CPABHEHMIO
¢ npegplaywmm Ha 10 mc. Ha nanene B cxemaTtuyHo npefctaeneH Ramp+ vnv ckanupyoLwmia
pexum ATC. OnuHa umkna XT (nHtepsan RVT-RVT) coctaensiet 400 mc. MNMposoguTcsa cTumy-
NAUMSA OAMHOYHBIM CKaHMPYHOLLMM aKcTpacTumynom (Vp), KOTOpbI HAHOCKUTCS B 3aBUCUMOCTU
OT ASIMHbI LKA Taxukapaun. B gaHHOM npumMepe CKaHWpyoLLmMii akeTpacTumyn npepbiBaeT XXT

BBIM IIIaTOM B TEPAITAH SIBJISIETCS Te(pUOPpMIIISINS MOIITHOCTEIO Ha 10 JIK ipe-
BBIIIAIOIICH MHTPAOIIEPALIMOHHBIN TTOPOT AeUOPWUISIIIAN C TIOCCTYIOITM
aBTOMATUYECKUM HapacTaHUEeM MOIITHOCTHY Pa3psiIoB 0 MAKCUMAJIbHbBIX 3HA-
yeHuii (40 Ix), a Takke U3BMEHEHUEM MOJISIPHOCTY B LIETTH Ae(bUOPWUISIIANA OT
kopnyca MK]I K BHyTprcepnedyHoMy 251ekTpoay 1 Haoboport [110].
AdpdextnBHocTs MK]JI B otHOMmEeHUN TTpodmnakTuk BCC 6buta moka-
3aHa B HECKOJbKMX KPYITHBIX KIIMHUYECKUX UccienoBaHusax (Tadmuua VI.1)
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Tabnuya VI.1
WccnepoBanua no oueHke MKO B oTHOLWeHWUU
nepBuMYHOW M BTOpUYHOM npochunakTukn BCC
Wccnepnosanue, Uenb KonuuyectBo| MMepuop Pesynbratbl
roa ny6nukauuu uccneaoBaHus nauueHToB |HabniopaeHus
pe3ynsTaToB
Bmopu4Has npogunakmuka BCC
CpaBHeHnve AAT n VKO CHwmxeHue obLuel netanb-
AVID 1997 [25] |y nuu nepexuBLLKX cep- 1016 13 MecsLeB |HOCTW B noarpynne nauu-
[EYHbIN apecT eHToB ¢ VK[ Ha 29%
B rpynne nauunenTos ¢ K[
CpaBHenve AAT n VKO 06Las netanbHOCTL Obina
CASH 2000 [27] |y nuy nepexuBLLIKX cep- 288 57 mecsUeB [Ha 23% HWxXe, apuTMuye-
[leYHbI apecTt CcKasi NeTanbHOCTb YMEeHb-
wmnack Ha 61%
CpasHerme AAT amio- B rpynne nauviexTos ¢ VIK[
opoHom 1 VKD y obLasa netansbHoOCTb bbina
CIDS 2000 [26] hop y iy 659 3 ropa Ha 20% Hwxe, apuTMnye-
NepexuBLUNX CepaeY-
HbIn apecT ckasi neTanbHOCTb YMEHb-
wunack Ha 31%
lMepeuyHas npoghunakmuka
CpaBHenve VIKO n AAT
y nauuentoB ¢ OMM B .
aHamMbese. OB MeHee CHwxeHue obLuen netanb-
MADIT 1996 [31] ’ 196 27 mecsueB |HOCTW B Noarpynne nauu-
35%, HXT v nngyumpo-
. eHToB ¢ VK[ Ha 54%
BaHHoM ycT. XXT B xoge
3HO0OOU
CpasHeHue MKO+AKLL 1
GABG-Patch AAT+AKL y nauneHToB Mokasatenu obwen ne-
1997 [111] ¢ OB Himke 35% B OTHO- 900 32 mecsiua |TanbHOCTU HE OTNNYANUCh
LUEHUN BNUSIHUS Ha 06- mexay rpynnamu
LLy}0 NeTanbHoCTb
CpaBHeﬁ ve VIKD, AAT u CHwxeHue obLuen netans-
6azoBou Tepanun NBC HOCTI B NOAFDYNNE NALIL-
y nauventos ¢ ONM 8 EHTOB C Mﬁ):‘l,)yHa 31"/Ll "
MUSTT 1999 [33]|aHamHe3e, ®B meHee 659 5 net N °
24% B cpaBHeHuM C rpyn-
40%, HXXT v nHgyumpo- o N
. . M non AAT 1 6a3oBoi Tepa-
BaHHOM ycTonumsoit XKT
nun NBC cooTBETCTBEHHO
B X0fe 9HAod DU
CpasHenve VK[ 1 6a3o- CHuxeHne abconTHOro
MADIT 11 2002 |Boit Tepanum VIBC y na- 1232 20 MecsLes pucka obLieit netanbHo-
[32] umnenToB ¢ OMM B aHam- CTU B noAarpynne nauuex-
Hese, DB meHee 30% ToB ¢ VIK[ Ha 56%
CpaBHeHve 6a30Bon Te- CHuxeHne abconTHOro
CAT 2002 [112] panuu XCH 1 ee coveta- 104 66 MecsLies pucka obLei netanbHo-
Husa ¢ VK[ y naumeHToB CTW B nogrpynne nauueH-
¢ OKMI, ®B meree 30% ToB ¢ VIK[ Ha 55%
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Tabnuya VI.1 (npodomkeHue)

WUccnepoBaHue, LUenb KonuuectBo| [Mepuop Pesynbtathbl
rog ny6nukauum uccnepoBaHus nauMeHToB |HabnioaeHus
pe3ynsraToB
CpasHeHve VKO v amu- CHuxeHne abconTHOro
AMIOVIRT 2003 |ogapoHa y naLlmeHToB ¢ pvcka oblen netanbHo-
[113] AKMIM, GD)IIB meHee 35% 103 24 mecsua CTU B NoArpynne nauuex-
n HXT ToB ¢ VK[ Ha 17%
CpaBHeHve 6a30Bol Te-
CHuxeHue abconTHoOro
DEFINITE 2004 |PaM" XCH w ee cose- prcka oBLLeil NeTanbHo-
Tauusa ¢ UKL y naumen- 468 29 mecsueB
[114] CTV B NOArpynne naumeH-
ToB ¢ AKMI1, ®B meHee 108 ¢ VK Ha 52%
36%, HXT n X3
CpaBHeHne 6a3oBoi Te- Wmnnantaums VUKL B no-
DINAMIT 2004 panum OVIM v ee cciqua- pocTtpom nepuoge OUM
[115] Hus c umnnaxTaunen KL 674 30 mMecsLeB [He ymeHbLIAET 061y, HO
B nogoctpom (ot 6 ao 40 CHUXaeT apuTMUYECKYIo
axen) nepuoge OVIM neTanbHOCTb
CpasHeHve Tepanumn K
B CO4ETaHWV C Kapamnope-
CVHXPOHU3VPYIOLLEN Te- CHwuxeHune abcontoTHo-
COMPANION  |panuei gCRT) C n3onu- 1520 12 mecses ro pucka obLiei netanb-
2004 [116] pOBaHHON KapaWOpeCHH- HOCTW B NOArpynne nauyu-
XPOHU3MpYHOLLEN Tepa- eHnToB ¢ MKA-CRT Ha 36%
nven unu 6asoBon Tepa-
nven XCH
CpasHenue VK[, amvio-
[apoHa v nnauebo y na- .
SCD-HEFT 2005 |unewton ¢ XCH Illlmo| oo | 4o E:g';';e:”;ozsr;%ge;:ﬂ:
[34] NYHA, ®B meree 35%, o
(atnonorus: UBC —55%, entos ¢ VK[ Ha 23%
OKMIM - 45%)

lNpumeyaHue: UBC — uwemuyeckass 6one3Hb cepoua; KO — xenydoykosass aKCmpacucmonus;
KT — xenydoykosasi maxukapdus; AKMIT — dunamayuoHHas kapduomuonamusi; @B — ¢pakyus
8blbpoca; BITHII — 6riokada neeoli HoXKuU ryyka luca; KA — umnnaHmupyembili kapouosepmep-
degpubpunnamop; OxoKI™ — axokapduoepacgpusi; HY)KT — Heycmolyusas xenydoqkosasi maxukap-
Ousi; OUMM — ocmpeiti uHghapkm muokapda; XCH — xpoHuyeckasi cepdeyHas HEO0CMamoYyHOCMb;
VKO-CRT — umnnanmupyemsili kapduosepmep-0echubpunnsgmop 8 codemaHuu ¢ ¢hyHkyuel Kap-
OUOPECUHXPOHU3AUUU.

JIM3aiiH KOTOPBIX IIPEAIoJiarai OUeHKY BbKMBAEMOCTH Y IMALIMEHTOB C HAJIU-
yneM ocHoéHbix pakTopoB pucka BCC, Beinenenubix JT Bigger emme B 1984 T
[24]. Pe3yabTaThl, MOJyYEeHHbIE B 3TUX UCCIECAOBAHUSIX, JIETIIM B OCHOBY
CYIIECTBYIOIINX CETOMHS AMEPUKAaHCKUX M EBpomeiicKux peKoMeHOaIlmi
10 UMIUTAHTALIMY 9TUX YCTPOMCTB ¥ PeKoMeHaa1nii 10 JIEYEHUIO KeTy 104~
KOBBIX apUTMU ¢ 11eibIo TTpodrnakTuku BCC [4].
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Takrm 06pa3zom, HOBbIE TOAXObI K MPOBEAEHUIO MEPBUYHOI MPODUIAKTUKIA
BCC 1pebyroT BO3MOXKXHOCTH OCYIIECTBISAThH MPOMPMIAKTUUECKYIO TeDUOPMILIS-
LIMIO Y 3HAYUTEJILHOTO YKclia TalueHToB. C MpakKTUIeCKOo TOYKU 3pEHHUsI 3Ta
CUTYyaLsI OIpa3yMeBaeT BO3MOXHOE HAaHECEHUE OHOTO pa3psiia y OMHOTO 0OJb-
HOT'0 32 OTHOCHUTEJTLHO TTPOIOJDKUTEITLHBIN TTepHOL BpeMEHH, HAIIPUMED COCTAB-
JISTIOLN HECKOJBKO JieT. B 2Toii CBSI3M KIIMHUYECKOEe MCITOIb30BaHUE HOBBIX
WK]I-TexHo0ruii, B pa3paboTKe KOTOPbIX MPUHSUIM yYacTHe, B TOM YUCIIE U OTe-
YECTBEHHbIN yIeHHbBIE, IPUOOpETAeT BaXKHOE KIMHIUYecKoe 3HaueHue [117—119].

PYA

Karetrepnas PUA sBisieTcst onHOM U3 MUHTEPBEHIIMOHHBIX METOIMK, CITO-
CcOOHOI 3((HEKTUBHO YCTPAHUTH WJIM MOAU(ULIMPOBATH CyOCTPaT OJJHOTO U3
IaBHBIX (pakTOpoB pucka, a uMeHHO KT u/vmm @2K. Lerecoobpa3HOCTh ee
MPUMEHEHHUS ONPEeIeIIeTCs STHOJIOTHEN apUTMIUIECKOTO CHHAPOMA, Bapy-
aHToM ero TeyeHus. [1posenenne PYA onpaBnaHo y MaleHTOB ¢ YaCTbIMU
1okoBbIMU paspsinamu MK mpu pa3BUTUN T.H. «3JIEKTPUYECKOI0 ITOPMa»
(6ousiee 3 onpaBaaHHbBIX IOKOBBIX pa3psinoB MKJI B TeueHure 24 yacos), 00y-
CIIOBJIEHHOTO ycToiumnBoii petmauBupytomieit 2KT, pedppakrepHoit K MHOXe-
ctBeHHO# AAT [120—122]. Tem He MeHee, Ha CeTOAHSIIIHUI JIeHb, TaHHbIE 00
abdexktuBHocTH PYA B oTHO1IeHUU nipodwnaktuku BCC orpaHuyeHsl, BO
MHOTOM H13-3a TOT0, 4TO rpyIa mamueHToB ¢ KT sBiseTcss HEOMHOPOTHOM
U MPOBEIECHUE PAaHIOMU3ALMM Y TOI KaTerOPUHU MalleHTOB 3aTPYAHEHO.

B cBsA3M ¢ BBIIeCKa3aHHBIM 3aCIy:KMBAalOT BHUMAaHWS TaHHBIC MeTa-
aHanu3a 5 uccienoBaHuii o oueHku adexkTuBHocTH PUYA KT, ony6iam-
KoBaHHBbIE B 2012 T., B KOTOPOM aHaJIM3UPOBAIMCh JaHHbIE 0 457 MmauueH-
Tax co CTPYKTYPHOW narosiorueii cepaua (B OCHOBHOM UlleMu4ecko20 TEHE3A)
[67]. B uccaemoBaHuM MPOBOAMIICS CPABHUTENBHBIN aHanu3 BinstHus PUA n
AAT Ha TeyeHHe apUTMUIECKOTO CUHAPOMA U CMEPTHOCTH (0€3 YTOUHEHUST
ee MexaHM3Ma), OlIeHUBaIach YaCTOTa Pa3BUTHS OCIIOXHEHUI TIPU TIPOBe-
nenun PYA 2KA. PesyiabTaTel MeTa-aHanmm3a mokasanu, uto PYA 2KA nocro-
BEpHO MPUBOAUT K CHUXKEHUIO KoTnvecTBa 31130108 KT, KoauyecTBa anu-
3on0B cpabatbeiBaHust MK]I. Tem He MeHee, mpoBeaeHue PYA He conpoBo-
JKIACTCST YMEHBIIICHUEM CMEPTHOCTH (B T.4. ¥ BHe3amHoii). [1pu obcyxme-
HUU MOJYYEHHBIX Pe3yJIbTaTOB aBTOPhI OTAAIOT ce0e OTYET B TOM, YTO MHOTHE
MMyOJIMKALINY, BOIICAIINE B 3TOT MEeTa-aHaJIN3, UMEJTH O CaTeIbHBIN XapaK-
Tep, a JOJIST paHIOMU3UPOBAHHBIX UCCIEAOBaHUI OblIa orpaHnyeHa [123].

Hecmotps Ha ToT hakT, 4To IMyOaMKauuu, ToCBsIIeHHbIe pe3yiabrataM PYA
neuwemuyeckux 2ZKHP B 1.4. y maumenToB ¢ AJITTK, JIKMII, kaHanonatusiMmu
CBUIETEIBCTBYIOT O TIOJIOXKUTETEHOM BIMSTHUY MTHTEPBEHIIMOHHOTO BMEIIIATE b~
CTBa Ha TeUEHNE apUTMIYECKOT0 CUHAPOMA, OMHO3HAYHO CyIuTh 0 pojii PUA B
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npodunakTrike BCC ceroaHs He mpencTaBsieTcst BO3MOXKHbBIM. YK CTI0 malueH-
TOB, TPUHUMABIITNX YIACTHE B 3TUX UCCIICIOBAHUSIX OTHOCUTEILHO HEBEJIMKO, a
TePHUOJIbI KITMHUYECKOTO HAOTIOEHUST 32 HUMU OBbUTH HETTPOIOJDKUTETHHBIMU.

Takum obpasom, cerogHs PYA saBisietcs Haubosee 3¢h(GeKTUBHBIM METOIOM
niedenust y marmeHToB ¢ 2KHP 1 oTcyTcTBrEM CTPYKTYpHOI TaToIornu cepaiia
[4]. YryuiiieHre reMOTMHAMUUYECKMX ITapaMeTPOB, BO3HUKAIOIIIEE TIOCTIe TIPOBE/Ie-
Hust PYA nnmonatdeckoi KD, MOXeT paccMaTprBaThCs KakK BaxKHAsI TO3UTUB-
Hast MmomudurKanms takoro akropa pucka BCC kak cucronmueckas uchyHK-
st [124]. Tem He MeHee, B 3TI0XY TOKAa3aTeIbHOM MEIULIMHBI IS ITONTBEPIKIICe-
HUSI 3TOTO MTPEATOIOXKEHNST HEOOXOIMMBI IAHHBIE PAHTOMU3UPOBAHHBIX UCCIIE-
JTOBAHWIA C [UTUTETIbHBIM TTEPUOIOM HAOJTIONCHMST 32 9TOM KaTeropre narieHTOB.

Xupyprudeckoe JieueHue apuTMui

MeToauKu MpsSIMOTO XUPYPTUUECKOTO UCCEUSHUST MU PE3EKITUU apUTMO-
TeHHOTO oYara rno-rnpexXHeMy UCITOJIb3YIOTCS B BEMYIITUX XUPYPTUUECKUX LIEH-
Tpax y MallMeHTOB ¢ peruanBupytomeii 2KA, pedpakTepHOiT K MHOXKECTBEH-
Hoit AAT; y naunreHToB ¢ MK/l 1 yacThIMU IIOKOBBIMU pa3psiiaMu; y 00JIb-
HBIX ¢ Hea(P(DEKTUBHOCTHIO OT IpoBeneHHO PUA. Xupypruyeckoe reyeHue
00YCIOBIMBAET HEOOXOMMMOCTD TIIATEIBHON IPpeIoIIepalliOHHON TTOATO-
TOBKU Y MHTPAOTICPALIMOHHOIO OMpeAe/ICHUST NCTOUHNKA W MCTOYHUKOB
TaxuKapauu. st 3IMMUHAIIMA apUTMOTEHHBIX YYACTKOB B psiie LICHTPOB
HCTIONB3YIOT ITOIXO0, OCHOBAHHBII Ha PE3eKITNH PyOIIOBBIX ITOJICI B MIOKAPIIE.
ITockobKy TaKuie BMEIIaTeIbCTBA JOBOJIBHO TPABMATUYHBI, TO MICITONIb3YyeMbIe
CErofHS B KIMHUYECKOM MTPaKTUKE OIepallii SHAOKAPINATBHON pe3eKIINr
MOCTUH(APKTHOTO PyOIIa, KPYTOBOM SHIOKAPAUATbHOI BEHTPUKYJIOTOMUH 1
SHIIOBEHTPUKYJIOIIACTUKM, KaK ITPaBUJIO, COYETAIOTCS C A0PTO-KOPOHAPHBIM
LIYHTUpOBaHUEM. Bo Bpems1 XUpypruyeckKoro BMeIaTeIbcTBa TaAKXKe MOTYT
HCIIOIb30BaThCs dHAOKapauaabHast PYA, KproaecTpyKIvs 04aroB apuTMHUM.

Taxum obpazom, npu permauupytoieit KT Ha ¢one Tepanuu UK/, ped-
PaKTEpHOI1 K MEAMKaMEHTO3HOM Teparnu 1 KatetepHoit PYA, Bo3aMozkHa XUpyp-
rudeckas pesekuus oyara KT unu ero ripsimasi PYA mnu kpuonecTpyKiusi.

Y nauueHToB ¢ BPOXXIEHHBIM CUHAPOMOM YIJMHEHHOTo nHTepBaia QT
(LQTYS) BblnoHeHKE JIEBOI IEHO-TPYIHO! CUMITATUYECKOM FraHTIMO3KTO-
MMU MCITOJTb3YETCsT KaK JTOMOJTHUTEIBHBIM METO/I JIEYeHUST TIPY YaCThIX ST -
3omax Tepanuu MK/ vy ipy HerlepeHOCUMOCTH OeTa-0610kaTopoB [126].

PesacKynapuzayus Muokapoa ¢ yenvio leueHus apummuil

PazButne KA HampssMyio CcBsI3aHO ¢ ocTpoil wian xpoHudeckoit UBC.
B o101 cBSI3M xupypruyeckas WJiu MHTEPBEHLIMOHHAs PEBACKYISIpU3ALIUST
TMOEpHUPYIOLIETO MUMOKApAa MOXET YJIYUIIUTh JEKTPUUECKYIO CTaOUIb-
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HOCTh M CHU3UTh BEPOSITHOCTDb Pa3BUTHSI XKeJTyIOUYKOBBIX apUTMUiA. TakuMm
00pa3oM, CKpUHUHTOBAsT AMarHOCTHKA U JICYSHNE NIIIEMUU CePALA TOJKHBI
OBITh MEPBLIMU dTanaMu cTpatuduKkauuu pucka u npodunaktTuku BCC,
TMOCKOJIbKY TTOCJIE PEBACKYJISIPU3ALIMS XKU3HECTIOCOOHOTO MUOKapaa MOXET
MoIMMUIIMPOBaTh TaKoit ocrosHoll pakTop prucka BCC kak cokpaTutesibHast
muchyakums JIK [127]. V psima mocTHOAPKTHBIX MAIIMeHTOB XKU3HEYTPO-
Katoiue 2KHP MoryT ObITh yCTpaHeHbI peBacKyasipuzalneit MMokapaa, HO
TOJIBKO B TOM CJTy4dae, €U OHU MTPOBOLIMPYIOTCS uiieMueil. CHU3UTh 4acTOTY
KT/®DXK B ocTpslii mepron MH(hapKTa MUOKap/ia MO3BOJISIET U paHHSISI peBa-
CKYJIsSIpU3alivs MUOKap/Ja B COUeTaHUM C Ha3HaYeHUeM O6eTa-0JI0KaTOPOB.

Tem He MeHee, Y 3HAUUTEJLHOIO YMCIa OOJIbHBIX, HECMOTPSI Ha TIPOBE-
JNEHHYIO peBacKyJIsIpu3alinio Muokapaa, puck passutusi BCC B TeueHue roga
cocranisieT 13% [128]. CriemyeT moHUMATh, YTO Y OOJIbHBIX C 0OJIBILION TUIOILA-
nbio pyora BoccranoBieHne @B JIK MmeHee BepositHO, 1 umtmianTaimst MK/
MOKET TTOTPeOOBaThCS Y3Ke BCKOPE ITOCIe TIPOBEICHUS PeBACKY/ISIPU3AIIAMN.

0O0630p uccaen0oBaHU, MOCBAUIEHHBIX JAHHOW MpobjieMe, CBUIACTENb-
CTBYET O TOM, UTO PEBACKYJISIPU3ALIMST MUOKAPIa MPUBOANUT K YBEITUICHUIO
BBIKMBAEMOCTH M CHUZKEHMIO YacTOThI pa3BuTust BCC B OTHajlcHHOM Mepu-
one HaomoaeHus [129]. Ecau teuenue MBC ocnoxHsieTcst pazputueM KA,
0COOEHHO y MallMeHTOB C MOpaXKeHWeM CTBOJIA JIEBOW KOPOHApHOI apTe-
PUM U TIPOKCHUMAJIBHBIX OTIAETIOB TMEePeIHEN MEXCKETyIOUYKOBOW BETBU, TO
CYIIIECTBYET BBICOKASI BEPOSITHOCTh TOTO, YTO PEBACKY/IAPHU3aIIMsI MUOKapaa
TO3BOJIUT CHU3UTD YACTOTY Pa3BUTHUS M YMEHBIINTh TSKECTh TCUCHUSI apUT-
MUYECKOTO CUHIIPOMA, a Y HEKOTOPbIX MAalIMEHTOB MOJTHOCTBIO €0 YCTPAHMUT.

Ha Ham B3rjisii oTAeIbHOTO BHUMaHUSI 3aC/IyXKMBAeT BOMPOC MpoBe/e-
HUsI peBacKy/IsIpU3alMy Y TTAlMEHTOB ¢ MineMudeckou atnosoruein XCH
0e3 KIIMHUYECKU BEAYIIMX MPOSIBICHUI CTEHOKAPIUU C 1IeJIbI0 TIEPBUYHOMN
¥ BTopnuHoii npopunaktuku BCC. B oTHoLIeHUN 3TOI KaTeropuu 00J1b-
HBIX KpaifHe OTpaHMYCHBI JaHHBIC O BIUSIHUY PEBACKY/ISIPU3AIINY HE TOJTBKO
Ha yactoTy BCC, HO 1 Tak:Ke Ha OOIIYI0 BBLKUBAEMOCTbD.

B 5TOM KOHTEKCTE TMarHocTuyeckoe oociaenosaHue 60abHbIX ¢ XCH uite-
MUWYECKOTO TeHe3a MTOXKHO BKJIIOYATh U OLIEHKY KU3HECITOCOOHOCTU MUO-
Kapaa. Tak B 11eJIOM psizie TIPOCIIEKTUBHBIX M PETPOCIIEKTUBHBIX MCCIICIOBA-
HUi1, a TaKKe MeTa-aHaJIM30B ObLIO MPOAEMOHCTPUPOBAHO, YTO Y OOJbHBIX
C MIIEMU3UPOBAHHBIM, HO BCE €I1Ie XKM3HECITOCOOHBIM MHUOKApAOM, TOc/e
MPOBEICHUS PeBACKYISIPU3ALIMY OTMEUYAETCS YIIydllleHue COKPaTUTEIbHOM
¢ynkumn JI2K u xapakrepuctuk BbkUBaeMocTH [127]. Hanpotus, y 601b-
HBIX 03 JKM3HEeCTTIOCOOHOTO MUOKapIa peBacKysspu3aius HeahGeKTUBHA,
a 3HaYUT, CJIemyeT N30eraTh BRITIOJTHEHUS KpaifHe pUCKOBaHHOM OITepalivi.
CTraHIapTHOW METOIWKONM IS OLIEHKM aHATOMUM MHOKapaa, ero Perno-
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Tabnuya VI.2
PekomeHpaumn ans 60nMbHbIX C XPOHUYECKOW CepAeYHON HeAOCTaTOYHOCTbLIO
n cuctonuyeckon gucdyHkumen K (®B <35%), ¢ npeobnagaHuem
CMMNTOMOB CTeHOKapauu

Knacc [okasarenb-
nokasaHum HOCTb
BbinonHeHne YKB BO3MOXHO Npu NoAXoAsiLLen aHaToMUmn 1 m C
NPV HANWYMK XU3HECTOCOBHOTO MIOKapaa.
Tabnuya V1.3

PekomeHaaumn ans GoONbHbLIX C XPOHUYECKOW CepAevyHON HeAoCTaTOYHOCTLIO
n cuctonuyeckon gucdyHkumen XK (®B <35%), c npeobnagaHuem
CUMNTOMOB CEepAe4YHON HeJOoCTaTOYHOCTU (CTeHokapauu Ha ypoBHe I-ll knacca
Unu ee oTcyTCTBME)

Knacc [okasarenb-
nokasaHum HOCTb
BbinonHeHne YKB BO3MOXHO Npu NOAXoAsLLen aHaTOMUM U1 m c
NPV HANUYMK XKU3HECTOCOBHOTO MIOKapaa.
B oTcyTCTBME AOKA3aHHOMO HaNMYUs XWU3HECNoCOBHOro M1o- m B
Kapaa peBackynsipusaums He pekoMeHIyeTcs.

HaJIbHOI M OOIIEl COKPAaTUTEIbHOM (DYHKIIMU, KM3HECITOCOOHOCTU U, YTO
elle BaxkHee, pa3MepoB MH(bApPKTa M MPOLIEHTa TPAaHCMYPaJIbHOIO Topa-
>XKeHUs (OTIPeneiIeMOro ¢ IMO3THUM TaTOoJIMHUEBBIM YCWICHUEM) SIBIISICTCS
SIIEPHO-MarHUTHBIN pe3oHaHc [130].

Br160p MexX Ty OCHOBHBIMM METOZAMU TIPSIMOiA peBacKysipu3aiuu (AKII
WJIM MTHTEPBEHIIMOHHASI aHTMOIIJIACTUKOI ) TOJKEH OCHOBBIBATHCS HA TIIA-
TEJbHOI OIICHKE aHATOMMWU KOPOHAPHBIX MOPaXKeHUH, OXKUIAEMOI «I10JI-
HOTBI» PeBACKYJISIpU3aLMK, XapaKTepa COYeTaHHBIX 3a00JIeBaHMIA 1 HaJK-
YUSI UM OTCYTCTBUSI COMYTCTBYIOIIETO BBIPAasKEHHOIO KJIAITaHHOTO Topa-
JKEHUSI cepla.

Tem He MeHee, MpoOBeACHUE YCIEIIHOM peBaCKyJIsIpU3aliu y 00JIbHBIX
MBC c cucronmueckoil nuchyHKIMEH, HE CHUMAET C MOBECTKU aKTyallb-
HoCTb MeponpusaTuii mo npodunakTuke BCC n ummnantauuu UK [4, 12].

B tabnuuax V1.2 u V1.3 npuBonstcs pekoMmeHaanmu mist 6onbHbIX XCH ¢
cucronnueckoit nuchynkiueit JIK (PB<35%) u npeobiagaHueM CUMIITO-
MOB JIn00 cTeHoKapauu, 11oo XCH.



44 VIl. Ctpatugukauymst pucka v npopunaktnka BCC

VII. CTPATUDPUKALINA PUCKA U
NMPOD®UNAKTUKA BCC NPU OTAOENbHbIX
HO3OJIOMMYECKUX ®OPMAX

VIIL.1. Crpatu¢gukanus pucka u npopuinaxkruka BCC
y nanuentos ¢ UBC

VII. 1.A. Cmpamugpuxayus pucka u npogpunaxmuxa BCC
Y nayuenmog ¢ NOCMUHPAPKMHLIM KAPOUOCKIEPOIOM U
cucmonuyeckoit oucynkuyueii JIZK

Cmpamugurauus pucka

Hnsg onpenenenus pucka pa3sutuss BCC u Beibopa Mep ee nmpoduiak-
TUKW Y JaHHOI KaTeTOPUH MAIlMeHTOB, IIPEKIe BCETO, HEOOXOIMMO COCTa-
BUTH TIpeNCTaBIeHNE O BapuaHTe KinmHn4Yeckoro teueHuss MbC B kaxmom
KOHKPETHOM ciiyyae (CTaOUJIbHBI-HECTAOMIbHbII).

VY manmeHToB ¢ yKa3aHUSIMU B aHAMHe3¢ Ha TIepeHeCeHHBbI paHee (He
MeHee 40 mHeit) mH(papKT MIOKapaa alrTOpUTM cTpatudukannm pucka BCC
npencrasieH B Tadmuue VII.1.1. [TocnenoBatenbHas peaau3aiius airopuTMa
y JaHHOM KaTeropuu MalyueHTOB MPEATOoJaraeT BbIsABICHUE, TIPEXKIE BCETO,
ocHosHbix pakTopoB prcka BCC, uTo B KOHEYHOM UTOTE, OYAET ONpenesiTh
TepeuyeHb MEPONIPUSITHI, HEOOXOTUMBIX IIJIST IIPOBEACHMSI TIEPBUIHOI/BTO-
puuHoii mpodwiakTiku BCC B Kaxk1oM KOHKPETHOM KJIMHUYECKOM ClTydae.

ITocnenoBatenbHas peaar3alms MPeACTaBICHHOTO aJlfOpUTMa y TaHHOMU
KaTeropuu MalMeHTOB, MPEANoJaraeT Mpexae BCero UCKIIoUeHNe HecTa-
ounbpHOro BapuaHTa TeueHUs MBC, a TakKe BBISBIIEHUE 0CHO8HbIX (PAKTO-
poB pucka BCC, 4To B KOHEUHOM UTOTre, OYAET ONpeAcIsiTh IepedyeHb MepO-
NPUSATUI, HEOOXOAUMBIX [IJIs1 TPOBEACHUS IEPBUYHON /BTOPUYHOM TTPOdU-
naktuku BCC B KaXX1oM KOHKPETHOM KJIMHUYECKOM ClIydJae.

Pexomenodauyuu no npogpusaxmuxe BCC

B cooTBeTCcTBMY ¢ TPUHLIMITAMY A0Ka3aTeIbHON MeIUITMHEI HIKE TP/ -
CTaBJICH ITepeuyeHb MEPOIPUSITUIA, KOTOPble HEOOXOIMMO OCYIIECTBISTh
17151 mpoBeaeHus nmpodunakTuku BCC y manMeHToB, UMEIOIINX YKa3aHUs
B aHaMHe3€e Ha IepeHeCeHHbII MHMAPKT MUOKap/a.

Kaacce I:

1.AnexBaTHoe MeaukameHTo3Hoe yieueHue MBC n XCH, Bkiouarolee
00s13aTeIbHOE Ha3HaYeHHe (PY OTCYTCTBUM MPOTUBOIIOKA3aHWI 1 HETIPU -
eMJIEMbBIX ITOOOYHBIX 3P (EKTOB) CEAYIOIIKMX IPYIII IIPEIapaToB:
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Tabnuua VII.1.1
Crpatudmkaumsa pucka BCC y naumeHToB ¢ NOCTMHGAPKTHLIM
KapAMOoCKNepo3om n cuctonuyeckon amcdyHkumen JK

1. EcTb nn BEpMdULMPOBaHHbI 3N1304 cepaevHoro apecta Beneactaune OXIKT?
Ja Het
CM. NyHKT 2
2. EcTb N cTeHoKapamst n/unu npuaHaku gectabunusauumn* tedeHns MBC?
[a Het
KopoHaporpadusi, obcyxaaTtb BO3MOXHOCTb pe- | CM. pasgen pekomeHaauuy no npocunaktu-
Backynspusaumm ke BCC
3. EcTb N 3aperncTpupoBaHHblie HEYCTONUMBBIE XEMNYAOUKOBbIE HApYLUEHNUst puTMa*™?
Ja Het
XM-3KT;, obeyxaatb nposeaeHue KAT, sHgodoU CM. nyHKT 4
4. ECTb NN KIMHUKO-MHCTPYMEHTambHbIE NPU3HAKN XPOHUYECKOW aHEBPU3MbI NEBOTO Xenyaoyka?
[a Het
ObcyxaaTh KapanoxXmpyprimyeckoe neyeHue CM. NyHKT 5
5. B JIXK meHee 40%
Ja Het
Cwm. pasgen cTpatudmkaums prcka u MeToabl
Cwm. pasgen npodunaktuka BCC npodpunakTukn BCC y naumeHToB ¢ XpOHUYECKOn
MBC v coxpaHHoI cuctonuyeckoi dyHkumen JHK

*=T100 mepMuHoM Oecmaburnu3ayusi medeHust YIbC oHUMakrm HeCMabUIIbHYI0 CMEeHOKapouUro (Co-
2nacHo ornpedesneHuro HayuoHanbHbIx pekomeHdayuti no nevyeruro OKC 6e3 cmolikoeo nodvema ST
Ha OKI) cmerokapduto IlI-1V ®K npu omcymemeuu aghgpekma om adeksamHo rnposodumoli aHmu-
aHeuHanbHoU mepanuu, cmeHokapOuto 803HUKWYIO MOce NpogedeHust Meponpusmud rno peeacky-
napusayuu muokapoa (cmeHmuposaHue, AKLL).

** — 100 mepmuHom Heycmouyusbie KHP noHumatomes Heycmouyueas XT (HXT) u XKO.

* Oera-60KaTOPHI (A)

* uAIID (A)

* aueTWICATUIIOBas KuciaoTa (A)

e cTaTUHHI (A)

* armrepeHoH nocie VUM nipu cHmkenHoi @B JI2K B coueTaHnUM ¢ J1€BO-

KeJTyIOYKOBOW HETOCTATOYHOCTBIO WIHU caxapHbIM nuadetom (B)

« ITHXK (B)

2.BoccraHoBIeHHE KOPOHAPHOTO KPOBOTOKA XUPYPTUUYECKUM WIA UHTEP-
BEHIIMOHHBIM METOaMU MPU BO3MOXHOCTH MpoBeneHus 3Toi Koppekimu (C).

3.B uensx sropuuHoit npodunaktuku BCC UK]I-Tepanus peKoMeH10-
BaHa MalyeHTaM, BbDKMBIIUM TTocsie ®2K uam reMonMHaAMUYECKU HecTa-
ounbHol KT (ocHOBHBIE (DaKTOPBI PUCKa), KOTOPbIE HEe ObLIM CBSI3aHBI C
00paTUMBIMM MPUYMHAMU U KOTOPBIE MOJYYAIOT TTOCTOSIHHYIO ONTUMAaJb-
HYIO MEAMKAMEHTO3HYIO TepaIuio, UMEIOT XOPOIINii (PYHKIIMOHATBHBIN CTa-
Tyc* 1 OJIarONPUSATHBIN ITPOTHO3 BEDKMBAHUS B T€UCHME rofa 1 6osee (A).
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4.B uensx nepsuyHoit mpodpuaktuk BCC UK]I-Tepanust pekoMeH10-
BaHa TMalyeHTaM ¢ HaJIMYMeM TaKoro oCHOBHOTro ¢dakTopa prcka BCC kak
nuchynkuus JIZK, odycinoBneHHas npeamectsyommum UM (He meHee yem
40 nueit nocie UM), ¢ @B JIK nuxe 40%, ¢ XCH I-111 ®K no kinaccu-
puxkauu NYHA, ¢ xopomium (yHKIMOHAJIBHBIM CTaTyCOM, MOJIYYalOIuM
TIOCTOSTHHYIO OTITUMAJTBHYIO MEIUNKAMEHTO3HYIO TEPAITUIO M UMETOIITNM OJ1a-
TOTIPUSITHBIN MPOTHO3 BLXKMBAHMSI B TeUeHUE rojaa u oosee (A).

5.B nensx nepsuuHoil npodunaktuku BCC UK -Ttepanusi peKOMeH-
JIOBaHa TalMeHTaM ¢ ¢ HaJIMuMeM TaKUX OCHOBHBIX (pakTopoB pucka BCC
Kak nucdynkuus JIZK, odbycnosiaeHHas npeniiectsytomuM UM (He meHee
yeM 40 gHeii mocie UM), ¢ @B JIK nuxe 40%, ¢ XCH 1111 @K no kiac-
cudukannu NYHA, ¢ HeycroituuBoit KT (o nanubsiM DK, XM-BKT') u
ycroiunBoit 2KT u/van @K (MHayLupoBaHHOI B xone 3H10DDU), ¢ xopo-
M GYHKIHOHATBHBIM CTaTyCOM, TTOJIYYarOIIM ITOCTOSTHHYIO OITTHMAaJThb-
HYI0O MEIMKAMEHTO3HYIO TEPAIlUI0 M UMEIOIIUM OJIaTONIPUSITHHIN TTPOTHO3
BbIXKMBaAHUS B TeueHue roaa u dosee (A).

Kaacce Ia:

1.AMHOIapOH B COUYETaHUU C OeTa-010KaTopaMu y TalIMEHTOB C HATMYUEM
Takoro ocHoBHOTO (pakTopa prcka BCC xak cumnromatnunble 2KHP npu
OTCyTCTBUM 3(hheKTa OT U30JIMPOBAHHOTO MpueMa 6eta-o61o0kaTopos (B).

2.Coranon y mauuentoB ¢ ZKHP (ocHoBHOIT (hakTop pucka BCC) npu
OoTCyTCTBUM 3(p(ekTa oT mpruema deta-010katopon (C).

3.IlpoBemeHne XUPYPTUIECKOTO JICUCHUST XPOHUIECKON aHEBPU3MEI
cepaua (C).

4.PYA XT y nauuentoB ¢ UKJI u AAT nipu yacTeix (6osiee 2 pa3 B roju)
anu3onax onpasaanHoi Tepanuu MK (C).

Kaacc 11b:

1.PYA y mammeHTOB ¢ TeMoanHamMuuecku ctadmipHO KT (ocHOBHOM
dakTop pucka BCC) u ®B 6omee 40% (B).

2.AMuonapoH y manueHToB ¢ KT (ocHOBHOIT (hakTop prcka BCC), KoTo-
pble HE MepeHOCAT U/Uu OTKa3biBatoTcs nosyvath Tepanuio MK (C).

Kaacce IIT:

1. Haznauenue AAT He gBisieTcsl 00s13aTEIbHBIM Y MALIMEHTOB C aCUM-
nToMHbIMU KD nnu HeycToitumBoil 2KT (ocHoBHOI (hakTop pucka BCC) (B).

2. AAT IC kyacca mpoTuBoIioka3aHsbl (A).

3. Ha3znaueHue aMrofapoHa He peKOMEHIYEeTCs MallueHTaM ¢ TUPEOTOK-
cuko3om (C).

* — 0 METOIMKAX MIPOBENCHMUS OLIEHKY (DYHKIIMOHATBHOTO CTATyCa BbI MOKETE TPOYNTATH HA
caiire http://www.chcr.brown.edu/pcoc/functi.htm
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VII 1.b. Cmpamughukayusa pucka u memoovt npounakmuku
BCC y nayuenmoes c xponuueckoii UbC u coxpannoii
cucmonuyeckou ¢pynkyuen JIZK

Cmpamugurayus pucka

Crenyetr MOHUMATh, YTO JIIOOOU MALIMEHT ¢ BepUDULIMPOBAHHBIM Ua-
rao3oM MBC nmoreHIIManpHO OTHOCUTCS K Tpymite pucka BCC, a 6oabImH-
CTBO BHE3AITHBIX CMEPTEil B aOCOMIOTHBIX 3HAUCHUSIX TIPUXOINUTCS Ha KaTe-
TOPUIO JINIL O€3 BhIPaXKEHHOM CUCTOJIMYECKOM AuchyHKIMM Mruokapaa JIZK
[9—12, 19].

VY 37004 rpynne naluMeHTOB KIYeBOe 3HaYeHUe NpuodperaeT Bepudu-
Kalus 1 mocienyonias Moaudukalius emopocmenentsbix (aKTOpoB pucka
BCC, koTopsble, 1o cyTH, saBisitoTes u ¢pakropamu pucka MBC. Takum obpa-
30M, MPOBEJEHUE TUATHOCTUYECKUX TECTOB U HA3HAYEHUE MEIUKAMEHTO3-
Holt Tepanuu (BropuuHas npodunaktuka MBC), permameHTHpOBaHHOE
HaumonansHpIME PeKOMeHIAMSIMU 110 IMAaTHOCTUKE 1 JICUCHUTO XPOHIIE-
ckoiit UBC, 110 cyTH, SIBISIIOTCS MEPOIIPUSTASIMU 110 CTPAaTU(DUKALINHU PHCKA
u npodunaktuke BCC [131].

IMosiBeHUe pa3nuyHbIX BapuaHTOB KA y MalMeHTOB ¢ XpOHUYECKOM
MBC 3auacTyto MoXeT ObITh CBsI3aHO ¢ Aectabununzauueit reuenust UbC u/
wu nporpeccupoBanueM XCH.

B GonbimHceTBe ciydaeB npobexxku H2KT y maiueHToB ¢ XpOHUYECKOM
dopmoit UBC 6eccummToMHEBI. [10 HACTOSIIETO BPEeMEHU HE CYIICCTBYET
OOIIETIPUHSTHIX JAHHBIX O TOM, YTO €€ TTOIaBICHNE TOCTOBEPHO YBEIMIM -
BaeT BbKMBaeMocCTb. JleueHue ycToiiunBoil 2KT y malimeHToB ¢ XpOHUYECKOM
dopmoit UBC onpenensiercs ee KIMHUYECKUMU MPOSBICHUSIMU U YacTO-
TOM € BOBHMKHOBEHHUS. Y MallMeHTOB, C yKa3aHUSIMU B aHAMHE3€ Ha DIU-
3011 cepaeuHoro apecta Beseactsre MK /KT, koTopslii pa3Buiics rmocie 48

Tabnuua VII.1.2

Crpatudmkauua pucka BCC y naumeHTtoB ¢ xpoHuyeckoin MBC u coxpaHHoWm
cuctonuyeckon dyHkumen JK

1.EcTb N1 npexoasLlas unm nocTosiHHas MLLeMUs MMoKapaa W/ noBTOPHbIE OCTPbLIE KOPOHApP-

Hble 3nun304bl?
[a Het

KopoHaporpadus ¢ uenbto Bbibopa metoga pe-

porapore q)BaCK;J'IHpVISaLWIVI P P Cwm. nyhi 2

2. ECTb N 3aperucTpupoBaHHble YCTONYUBbIE/HEYCTONYMBBIE XENYA04YKOBbIE HapyLLEeHNs putma?
Ha Het

KopoHaporpadws ¢ uenbto Beibopa meToga pe- | CM. pekoMeHAaLmMmn No AMarHoCcTUKe 1 NeYeHnio

Backynspusaumm xpoHunyeckon NBC[131]
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g ot Havayta OVIM, nMeeTcsl BBICOKHMI PUCK BO3HUKHOBEHUS ITOBTOPHOTO
smmzona ®XK [132—134].

Hna onpenenenns pucka BCC 1 BIOOpa TAKTUKM JISUESHUS y JaHHOM KaTe-
TOpHU MAIlEHTOB HEOOXOAUMO YUNTHIBATh KIIMHUYECKYIO KAPTUHY 3a00J1¢-
BaHUS U BepU(PULIMPOBATh BO3MOXHBIE TpUUYnHbI pa3putusi KKHP. Ainropurm
cTpaTuduUKaumM pucka npencrasieH B Tadauue VII.1.2.

Pexomenoayuu no npoghunaxmuxe BCC

Kaacce I:

1.AnexkBaTHOe MeankaMmeHTo3Hoe eyeHrne MBC n XCH, Bkimouarolee
00s13aTesIbHOE Ha3HAYeHKE (ITPU OTCYTCTBUM MPOTUBOIIOKA3aHUI U TOO0Y-
HbIX 9 GEKTOB) CIeAYIONIMX TPYITI MpenapaToB:

*  OeTa-00KaTOPHI (A)

+  uAIld (A)

*  aleTWICAIULIWIOBAS KUCIO0Ta, (A)

*  cTaTuHHI (A)

+  TTHXKK (B)

2.B nensax BropuuHoit npodunaktuku BCC mauueHTaMm, BBIKMBIIAM
nocie P2K wm remonmHammdecku HectabuipHOM KT (ocHOBHBIE (hak-
TOPBI PUCKA), TPU HAJTMYMU TTOKa3aHUI PEKOMEHI0BAaHO BOCCTAaHOBJICHNE
MPOXOAMMOCTHU KOPOHAPHBIX apTepuii, TaK KaK OCTpas UllIeMUsi MUOKap/a,
Kak mipaBwmio, rmpoBorupyeT KT (B).

3.B nensax sropuuHoit npodunakruku BCC UK]I-Tepanus peKoMeHI10-
BaHa IMaleHTaM, BeDKUBIINM Tociie XK mim reMognHaAMWYECKH HecTa-
ounbHoM 2KT (ocHOBHBIE (DaKTOPHI PHCKA), IIPU OTCYTCTBUU BO3MOXHOCTH
BOCCTaHOBJICHUSI KOPOHAPHOI'O KPOBOTOKA, KOTOPHIE MOJyYaloT MTOCTOSH-
HYIO ONITUMAJIbHYIO MEIMKAMEHTO3HYIO Teparuio, UMEIOT XOpOLIUuii (hyHK-
LUOHAJBHBIN CTaTyC* M OJArOIPUSTHBIN ITPOTHO3 BEDKMBAHUS B TCUCHUE
rona u 6ojee (A).

Kaacc Ila

1. Tepanus aMmrogapoHOM B COYETAHUU C [3-aIpeHOOI0KaTOpaMH IIeJIeCO-
00pa3Ha 151 yMEHbILIEHHUs BBIPAXKEHHOCTU CUMIITOMOB, O0YCIOBI€HHBIMU
TaKUMU OCHOBHBIMU (pakTopamu pucka BCC kak peuuauBupyoolias reMo-
muHaMraecku crabuibHast KT y manmmeHToB ¢ nucdynkmnueii JI2K, o6yciaos-
JIeHHoIt nepeHeceHHbIM OMIM, KOTOpBIM He MOXET ObITh UMILJIAHTUPOBAH
M KJI uay oHM 0TKa3bIBAlOTCSI OT MpoBeAeHUs orepaiiuu umiiantauuu (C).

2.B nenax nepsuaHoii npodunaktnky BCC BoccTaHOBIEHNE KOPOHAPHOTO
KPOBOTOKA XUPYPTUYECKUM U,/ U1 UHTEPBEHLIMOHHBIM METOIOM ITPY BO3MOXK-

* — 0 METOIMKAX MIPOBENCHMUS OLIEHKY (DYHKIIMOHATBHOTO CTATyCa BbI MOKETE TPOYNTATH HA
caiire http://www.chcr.brown.edu/pcoc/functi.htm
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HOCTH €T IPOBEICHMsI ITOKa3aHo NarreHTaM ¢ xpoHuueckoii UbC u Hammurem
reMoIMHAMUYECKU 3HAYMMBbIX CTEHO30B KopoHapHbIX apTepuii (C).

3. Ummnanrtamusa MK enecoodbpasHa mpu JeYeHUW peUANBUPYIOIICH
ycroitunBoii KT y manmeHToB ¢ nepeHeceHHBIM paHee OMIM (0CHOBHBIE
dakTopsl pucka BCC) ¢ HopManbHOU Wau OJIM3KOM K HOPMaJIbHOM CUCTO-
JIMYEeCKOM (yHKIIMEN KeTyT0uKOB, MOTyJarolIUuX MOCTOSIHHYIO ONTUMaJIb-
HYIO JIEKAPCTBEHHYO TEPAIUIO Y UMEIOIIUX OJIarOMPUSTHBIN ITPOTHO3 IS
BBDKMBAHMS C XOPOIINM (PYHKIIMOHAIBHBIM COCTOSTHUEM B TeUEHHE rofa 1
6oiee (C).

Kaacc I1b

1.PaguovacToTHast KaTeTepHas abasIds MM Ha3HaAYeHUe aMHOIapoHa
MOXKET pacCMaTPUBAThCSI KaK abTepHaTBa ycTaHoBKe MK/I y manmeHToB ¢
ymepenHoi nuchynkuueit JIK (OB 6oiee 40%) 1 HamarieM TaKOTO OCHOB-
Horo ¢akTopa pucka BCC kak peluauBupylolias reMoIuHaMUUeCKH CTa-
ounbHast KT (B).

Kaace I

1.He pexomenayetcst Ha3HaueHre AAT B TpodMIaKTUIeCKUX LEISIX IS
CHIDKEHMSI CMEPTHOCTH Y MALIMEHTOB C HEYCTONYMBBIMU OECCUMITTOMHBIMU
KA (ocHoBHoi1 hakTop prcka BCC) (B).

VIIL.2. Crparupuxanus pucka u npopuiaakruka BCC
Y NAIMEHTOB ¢ XPOHUYECKOH CepAeYHON HEeT0CTATOUYHOCTHIO

CepraeuHass HSIOCTaTOYHOCTD — MaTOJIOTMYECKOE COCTOSTHUE, TIPU KOTO-
POM CepIEeUHBII BEIOPOC HE COOTBETCTBYET IMOTPEOHOCTH OpraHM3Ma BCIICI-
CTBHE CHUXCHMS HAaCOCHOU (DYHKIMM cepala. B KIIMHMYecKoi mpak-
TUKE Pa3IMYaloT OCTPYI0O U XPOHUYECKYIO CEePIEeUYHYI0 HEAOCTATOYHOCTbD.
CepaeuHast HEIOCTATOYHOCTh HE SIBJISICTCS CaMOCTOSITEIbHBIM 3a00JIeBa-
HueM. Kak rmpaBmito, oHa — OCJIOXKHEHNE WM PE3YIbTaT pa3INIHBIX 3200-
JIEBAaHU U COCTOSTHUM.

VY manyeHTOB ¢ XPOHUYECKOM CepaeyHOl HeJOCTaTOYHOCThIO, COMPO-
BOXIAIONICHCSI CHUKEHUEM CUCTOIMYECKON (DyHKIIMU, YaCTO BCTpeda-
1otcg 2KA u rtosreiieH prck BCC. Otuonorus XCH BepossTHO oKa3bIBaeT
BIMSHUE Ha pa3IWyHbIe MeXxaHU3MBbI 1 BUIBI KA. JIOTTIOJTHUTETEHBIMU
npenukTopamMu BCC y 60abHbIXx XCH sBISIIOTCS BhIpakeHHAsT MUTPaIb-
Hasl perypruTalus, CHIKCHHE YPOBHSI TeMOTJI00MHA U COITYTCTBYIOIIAS
XITH, ¢ porpeccuBHBIM yBeandeHreM prcka BCC Ha ctaguu XpoHUUe-
ckoro guanu3a [135—138]. U3 uHcTpyMeHTalbHBIX TOKa3aTeieit Hauboab-
LIeil MPOrHOCTUYECKOM LIEHHOCTRIO ¥ 60bHBIX XCH o6namaror @B, mim-
TeJIbHOCTh KoMILIekca QRS, Hannume 6;10Kambl IeBoit HOXKY mmyuka ['uca,
curHan-ycpengHeHHass DKI', BapmabeTbHOCTh pUTMa cepia, aToJIOoTmIe-
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Tabnuua VIl.2.1
Ctpatudmkaumsa pucka BCC y naumeHntoB ¢ XCH

1. VImetoTcs N1 aaHHble 00 nwemmnyeckom reHese XCH?

[a Het
KopoHaporpadwms, obcyxaate BO3MOXHOCTb pe-
poHaporpac VKA P CM. NyHKT 2
BacKynsipusauuu
2. ECTb N1 yka3aHWs B aHaMHe3e Ha ann3og, cepheqHoro apecrta?
[a Het

Mepbl npodhunakTuki ByayT onpeaensTbes:
* ®K XCH no NYHA,
* BenunymnHon ®©B JTX,
* Hanuyuem /otcyTtcTBrueM XKA
* Hanuuuem /OTCYTCTBUEM NPU3HAKOB Je-
CUHXPOHM3aLMW KENYA04KOB
(cm. pekomeHOayuu o npogpunakmuke BCC)
3. VimetoTca 3aperucTpupoBaHHble YCTOMYMBLIE/HEYCTONYMBBIE XENyA0YKOBbIE HAPYLLEHUS pUTMa?
[a Het
XM-3KT, obcyxaatb npoBeaeHne sHodPU Cm. pekomeHgaumm no npodunaktnke BCC

(cm. pekomeHaaumm no npodunaktuke BCC —
knacc |, nyHkT 1)

CKHe U3MeHeHUs bapopedIeKca, ambrepHanys 3yona T, mucnepcus MHTep-
Basia QT, TypOyJeHTHOCTh cepaeyHoro putMa [139].

Cmpamugukauus pucka

s onpenenenus pucka pazsutust BCC u Bei6opa Mep ee TpoduIaKTUKKI
y JaHHOW KaTeropuu MaireHTOB HEOOXOMUMO COCTaBUTh MTPENICTABICHNE O
reHeze XCH B kaX1oM KOHKPETHOM KJIMHUYECKOM ClIydae.

B tabnuie. VII.2.1 npeacrasieH anroput™ ctpatudukannu pucka BCC
y nameHToB ¢ XCH. IMocnenoBarenbHas peaau3anysi JaHHOTO aJirOpUTMa
TO3BOJIUT OTIPEICIUTD ITepeUeHb MEPOITPUITUI, HEOOXOIUMBIX IS TIPOBE-
JeHUs iepBUYHOI/ BTopuuyHoil nmpoduiaktuku BCC B KaxXa10oM KOHKpeET-
HOM KJIMHUYECKOM CIIydae.

Pexomendayuu no npogpurakmuxe BCC

Kaace 1

1.AnexBaTHOe MenukaMeHTo3Hoe nedyeHne XCH coriacHo Tekyuum
HaumonanpabiM PexomenmamusaM mo nedennio XCH [83], Bkiroualoiee
00s13aTeIbHOE Ha3HaYeHue (MIPU OTCYTCTBUM MTPOTUBOIIOKA3aHUI 1 TOO0Y-
HBIX 3 hekToB) 6eTa-6110KaTOpoB (A), MAIID (A), aHTOTOHUCTOB aJTbIECTE-
poHa (A)

2.B uensax sropuunoii mpodwminaktuku BCC UK/ -Tepanus peKOMeHI0-
BaHa IMamnyeHTaM, BeDKUBIINM Tociie XK mim reMognHaAMHWYEeCKH HecTa-
ounbHo KT (ocHOBHBIC (DaKTOPHI pHCKa), KOTOPhIe HE ObUIM CBSI3aHBI C
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00paTUMBIMU TIPUYMHAMU Y KOTOPHIE MOJIYYaloT MOCTOSTHHYIO ONTUMAaJTb-
HYIO0 MEAMKAMEHTO3HYIO TePaIio, UMEIOT XOPOIINii (PYHKIIMOHATBHBIN CTa-
Tyc™ 1 6JIarONMpPUSATHBIN MTPOTHO3 BEKMBAHUS B T€UEHME roja u 6osee (A).

3.B nensax nepsuunoii nmpodumnaktuku BCC UK -Teparnus peKoMeHI10-
BaHa MalMeHTaM ¢ HAJIMYMEM TaKOro OCHOBHOIO (haKTopa pucKa KaK IMC-
dynakuus JIK, odycmosneHHas mpeamecTsyomuM UM (He MeHee dem 40
nHeii mocie UM), ¢ @B JIK Huxe 40%, ¢ XCH 1-111 @K no knaccudpu-
kaunu NYHA, ¢ xopommmM ¢hyHKITMOHATBHBIM CTaTyCOM™, TIOJIy4aloluM
MOCTOSTHHYIO ONITUMAJIBHYIO MEIMKAMEHTO3HYIO TEpario U UMEIOIIUM 0J1a-
TOMPUSATHBIN TPOTHO3 BBIXKUBAHUS B TeUeHUE roja u dosee (A).

4.B uensax neppuuHoit mpodunakruku BCC UK]I-Tepanust peKoMeHI0-
BaHa MalMeHTaM C HeUIlIeMUYeCKUMU 3a00IeBaHUSIMU CepALa, UMEIOIIUM
®B JIK menee 35%, XCH 11-111 ®K no knaccudukarmm NYHA (ocHOB-
HOI (hakTOp pUCKa), TOJyYarOIIM MOCTOSIHHYIO ONTUMAJTbHYIO JIEKAPCTBEH-
HYIO TepaIiio, C XOPOIINM (PYHKIIMOHAJIIBHBIM CTaTyCOM™ 1 MMEIOIITUM 0J1a-
TOMPUSTHBIN MPOTHO3 BEIKUBAaHUSI B TeUeHUE roja u dosee (A).

5.CoIryTCTBYIOIIAs Tepans aMIOIapOHOM, COTATIOIOM B BUIE MOHOTEpa-
MUY WK B COYETAaHUU C 3-aapeH0010KaTOpaMU C LIEJIbI0 YMEHbILIEHUSI CUMIITO-
MoB KT (Kak yCTOMYMBOIA, TaK M HEYCTOMINBOI1) peKOMEHIOBaHA TTAlIeHTaM
¢ umriantupoBaHHbiMu MKJT, moydarorum tepanutio o nosoxy XCH (C).

6.AMHMOIapOH TIOKAa3aH MalMeHTaM ¢ LeJblo JeUeHUs] TeMOanHaMuJe-
cku 3HaunMMBbIX KT u HXKT B ciayyae, eciiu KapauoBepcust U/WiIM KOPPeK-
11T TPUYMH BO3HUKHOBEHUSI apUTMUU HE CMOTJIM YCTPAHUTD WY TIPEIOT-
BpaTUTh ee paHHUI peruaus (B).

Kaacce Ila

1.B nengx nepsuunoii mpodmnakruku BCC UK -Tepanust, KOMOMHUPO-
BaHHas ¢ ouBeHTpUKYIsIpHOI DK C, mokaszana manmeHTam ¢ XCH ITI-TV ®K
o kiraccudukay NYHA (ocHOBHOIT (hakTop pricKa), MTOTyJIarOITM OIITH -
MaJIbHYIO JIEKAPCTBEHHYIO Teparuio, y KOTOPbIX ITUTEIbHOCTh KOMILIEKCa
QRS nHa ¢onHe cuHycoBoro puTMa IpeBbiaeT 120 Mc, KOTOpble TMEIOT XOPO-
Ui GYHKUMOHAIBHBINM cTaTyc* M OJaronpusITHBIN MPOTHO3 BIXKUBAHUS B
TeueHue rona u 6onee (B).

2.MK]JI-Tepanus moxkasaHa MalMeHTaM C peIUIAUBUPYIONICH reMoIrHa-
muuecku cradbunbHoit KT (0oCHOBHOI (pakTOp pucKa), HOpMaJIbHON WU
nouty HopManbHoii @B JIZK, monydaromiyum ontumanbHoe JiedeHnrne XCH ¢
XOpOIIM (PYHKITMOHATBHBIM CTaTYCOM™ U UMEIOIITAM OJIaTOTTPUSTHBI TTPO-
THO3 BBDXKMBaAHMS B TeueHUe roaa u boinee (C).

* — 0 METOIMKAX MPOBEACHUSI OLEHKH (DYHKIIMOHAIBHOTO CTATyCca Bbl MOXKETE MPOYUTATh HA
caiite http://www.chcr.brown.edu/pcoc/functi.htm
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3.buBentpukynsipHas DKC 6e3 pynkimu MK/ uenecoodbpasHa st rpe-
notBpatieHnst BCC y mammentos ¢ XCH ITI-IV ®K o NYHA, ®B JIK meHee
35% (ocHOBHBIE (haKTOPHI pHCKa), IUTUTEIHHOCTHIO KOMITIeKCoB QRS 160 Mc
(v o MeHbIIei Mepe 120 Mc pu HAMMYWK APYTUX TIPU3HAKOB aCUHXPOH-
HOTO COKPAILIEHUS JKeJIyTI0YKOB), TOYyJaAIOIINX TTOCTOSTHHYIO OIITUMAIBHYIO
JIEKapCTBEHHYIO TEPAInIo, ¢ XOPOIINM (DYHKIIMOHAJTEHBIM CTaTyCOM M MMe-
FOIMX OJIATOIPUSITHEIN ITPOTHO3 BEDKUBAHUS B TeueHMe rona 1 6osee (B).

Kaacc I1b

1.AMUOIapoH 1/ Min 6eTa-0JI0KATOPHI MOTYT OBITh HA3HAYEHEI TTAlIHEeHTaM
C OCHOBHBIMU 1 BTOPOCTENEHHBIMU (hakTopamu prcka BCC, morydaommm
onTumManbHoe jedyeHue mo nosoay XCH, KoTopblM HEBO3MOXHO MMILIAH-
tupoBath MKJI.

2.B uenax nepsuunoii ipodunaktuku BCC UK]I-Tepanus MoxeT 00CyX-
IAThCsl Y TMAIlMeHTOB ¢ HEUIIIEMUIECKIMHM 3a00IeBAaHUSIMU Ceplia, NMero-
wux @B JIK ot 30 1o 35% (ocHoBHOI (hakTop pucka), XCH I @K 1o kiac-
cupukanyu NYHA, nmoiyyaroimx mocTossHHYI0 ONTUMAJIbHYIO JIEKaApCTBEH-
HYIO Teparuio, ¢ XOpolnM (PYHKIIMOHAIBHBIM CTaTyCOM™ M MEIOIIMX OJ1a-
TOMPUSATHBIN MTPOTHO3 BEKUBAaHUS B TeUeHUe roja u 6osee (B).

Kaacce 1IT

1.Haznauenue npenapatoB IC knacca mis redeHust 2KA (0oCHOBHOM (hak-
top pucka BCC) He pekomeHayeTcs y mamueHToB ¢ XCH (A).

2.MK]I-Tepanus He TToKa3aHa namyeHTaM ¢ pedgpakrepHoit XCH, y koto-
PBIX He TIpeAITonaraeTes JOCTIKeHEe KOMITEHCAIINH ee TIPOSIBIICHUI 1 0J1a-
TOMPUSATHOTO MPOTHO3a (A)

Tak xak Ha nomo BCC npuxogutcst okosno 50% cmepteii y O0JIBHBIX €
XCH, To upe3BbIYaliHO BAXKHBIM BOIIPOCOM SIBJISIETCS TTepBUYHAsI TpothUIaK-
tuka BCC. MUHBIMU clloBaMM Bpay JOJKEH YETKO TPEACTABIATh Ha KaKOM
aTare TeYeHUs 3a00JIeBaHUS TTAIIMEHTY HY>KHO PEKOMEHIOBATh MMILIaHTAa-
o UK. B tabmuire VII.2.2. ipencTaBieHBI KJIaCCH ITOKa3aHUS K UMIUTAH-
taruu MK B 11e7151X TIepBUYHOM TTPpO(PUIaKTUKI B 3aBUCUMOCTH OT TeHe3a
XCH, ®K XCH, Bemmunab @B JIK n Hammams 2KA.

VIL3. Crpatudpukanus pucka u npopuinakruka BCC
y NalMEHTOB ¢ OPaAMCUCTONMYECKUX HAPYIIEHUAX PUTMA
M NPOBOAMMOCTH
[Ton TepMrHOM GpaaMapuTMUM MOHUMAIOT IIIMPOKUIA CIIEKTp 3a00JIeBaHUA,
MaTOreHe3 Pa3BUTHSI KOTOPBIX IIPEAIIOJIATaeT, B TOM YMCIIE, CHIKEHUE CUCTEM-
HOTOo BeIOpOCca B pe3ysibTate yMeHbleHus: YCC BenencTBre HApyIIEHMS UMITYJThb-
€000pa30BaHMsI BCUHYCOBOM Y3J1€ 1/WIIK pacIIpoCTpaHeHUst (DPOHTA JETIONSIPU-
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Tabnuua VIl.2.2

Mpumenenne UKO ans nepBuuHou npocdmnaktukun BCC y naumeHntoB ¢ XCH

3HaueHune ®B XK, %
M 1- —4
oK o exee 30 | g 3 15CH | 36-40
NYHA eHe3
Nwemuye- | Heuwemuye- | Nwemuye- | Heuwemuye- | Nwemuye- | Heuwemuye-
ckull ckuli cKkul o] cKkul ckull
| ( He paHee
NYIHA 40 nHei no- Ilb | (HXKT +) Ilb | (HXT +) 11l
cne OUM)
| ( He paHee | ( He paHee
NY”HA 40 pHen no- 40 pHel no- | (HXT +) I
cne O/M) cne O/M)
| ( He paHee | ( He paHee
NT|II-|A 40 gHeit no- 40 pHeit no- | (HXKT+) 1
cne O/M) cne OMM)
NYHA
Y 1l 1] 11l 11l 1] 11l

lMpumeyaHue: Pumckumu yugppamu 6 mabruye rnokasaH Knacc nokasaHull K umnnaHmayuu MK/,
@B JIXK — ¢ppakyus ebibpoca negozo xemnydoyka, XCH — xpoHudeckas cepdedHass He0ocmamou-
Hocmb, HXKT — Heycmoliyueas xenydo4kosasi maxukapousi, OM — ocmpsliti uHghapkm Muokapda,
OK — ¢hyHKUUOHaMBHBIU Knacc.

3aLMH 10 CTPYKTYpaM IpoBoIsIeit cructeMsl cepaiia. Peammzarmst BCC 1o 6pa-
JUAPUTMUYECKOMY CLIEHAPUIO IIporcxonuT B 15% ciydaes [6—8]. BaxkHo roHu-
MarThb, YTo (aKkT HATMYMSI OpanuapuTMUIL, 0COOEHHO B COUYETAHUU C CUCTOTUYE-
ckoit nucyHkumeit JIZK, npeanosaraet, TeM He MeHee, BBICOKMI U yMEPEHHbIN
PUCK Ppa3BUTUS XKETYIOYKOBBIX TAXMAPUTMUIA Y OJTHOTO U TOTO K€ TALlMEHTA.

VII.3.A. Cmpamugpurkayuna pucka u npogpunakmuxa BCC
Y nayuenmog ¢ oucynkyueit cunoampuanvhozo yzia (CAY)

Ha nosmro rmateHToB ¢ cMHApOMOM ci1abocTr cuHycoBoro y3ina (CCCY) mpu-
XOIUTCS OKOJIO MOJIOBUHBI OT 0011Iero urcia Bcex uMmruiantanuii OKC [140].

B otHoiienun BCC y naHHOl KaTeropyu MaluMeHToB MPOrHO3 OYIET ornpe-
JENSThCS BIPAXKEHHOCTBIO KIIMHUYECKUX MPOSIBJICHUI 1 TTPUPOAON OCHOB-
Horo 3abosieBaHus. CunTaeTcsi, 4To nposeAaeHre nocrossHHo DK C yaydiaer
KIMHUYECKYIO0 CUMIITOMATUKY, HO HE MOTU(MDUIIMPYET MPOTHO3 Y TTALIEHTOB C
CCCY. OnnHako 3T1 JaHHbBIE OBIIY TTOJTyYEHbI JOCTATOYHO JTABHO IPU MPOBe-
JICHUH HEOOJTBIINX, HEPaHIOMU3NPOBAHHBIX 1 HETIPOCIICKTUBHBIX HCCIIeI0BA-
Huli [141]. U3BecTHO, uTO oTcyTcTBUE MocTosiHHOM DK C y manuentoB ¢ CCCY
COIPOBOXIAETCS YXYIIIIEHUEM KauecTBa XXU3HU, TTOBBIILIEHUEM 3a00J1eBaeMO-
ctu 1 cMeptHocTH. Yto Kacaercss BCC, To cucteMatyeckasi oligHKa ee BKiIaaa
B JIOJIIO JIETAJIbHBIX MCXOMIOB Y 3TUX MAallMEHTOB He MpoBoaAWIach [142].
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Cmpamugukauus pucka

Huchynkuma CAY, npuBoasiast K BeIpakeHHON OpaaukKapauu UiIu
rmay3am, MOXET TPOSIBIISITECSI 0OMOPOKOM, TIPETOOMOPOKOM, TOJIOBOKPY-
XKEHHUEM, TUIIOTCH3UEMN, IIPOTPECCUEii IIPOSIBICHUN CEPAEYHON HEAOCTA-
TouHOCTU, cTeHoKapaueit. BCC y mauuentoB ¢ CCCY 6osee BeposiTHA
MpY HAJIUYUM TIPU3HAKOB CUCTOJMYECKOU muchyHkumm muokapaa JIK.
IMarodusnonornyecknm MeXaHU3MOM OJOOHOTO CLIeHAPHsI SIBJISIETCS 1T -
TeJbHas Tay3a acucToNuM 0e3 3amerniaioiiero putMma u/uinu KA, pa3su-
BalolIrecs B pe3yjbTaTe MMay30-3aBUCUMBbIX HAPYIIEHUI pernoJisspu3aliuu,
MaHHudecTasT KOTOPBIX, CONIPOBOXIAETCS HAPYIICHUSIMU KaK CHUCTEM-
HOI1, TaK ¥ perMOHapHO reMOAMHAMUKU, Tpexae Bcero co ctopoHsl LTHC.
CrencTBUEeM YETO SBISIETCS BEPOSITHOS BOZHMKHOBEHHME HEOOPATUMBIX
M3MEHEHMIA CO CTOPOHBI KM3HEHHOBAXXHBIX OPTaHOB U Pa3BUTUE JIeTalb-
Horo mcxoma. Hanmunme miam oTCyTCTBHE TPEACYIIECTBYIOIIECH CTPYKTYP-
HOIf MaTOJIOTUHU CepAlla MOXKET MMETh OTpenestolee 3HaYeHUE TSl anar-
TAlIMOHHBIX U3MEHEHUIi IMapaMeTpoOB CEPIEYHOTO BHIOpPOCA, a 3HAUUT JIJIsT
XapakKTepa KJIMHUIECKOTo TeueHUs apuTMun. K coxkaneHuo, Ha CeroMHsIIII-
HUIi JeHb OOLIENPUHATHIX (haKTOPOoB prcka pa3putusg BCC y malueHToB ¢
CCCY Hert. TeM He MeHee, yKa3aHUs B aHAMHe3¢e Ha Takue (haKTophl prucKa
KaK 3TM30/Ibl CHHKOIIE, HAJTMYKE CTPYKTYPHOM MMAaTOJIOTUK CePIILIa, IUTUTE b~
HBbIE CUMITTOMATHYHBIE TTay3bI aCUCTOINH ITpH ITpoBeneHnn XM-DKI kope-
JIMPYIOT ¢ HEOJIAaroNMpPUSITHBIM IPOTHO30M, B TOM uMciie U B oTHoueHuu BCC.
IIpu 3TOM ciemyeT UMETh B BUAY, YTO KITIOUEBOE 3HAUCHIE MMEET CUMIITO-
MaTuuecKasi 3HaUMMOCTb May3bl, a He €€ IUTMTEIbHOCTD (cM. Tabauiy V.2).

IIpoguraxmuxa BCC

[IpoBeneHue MoCcToSIHHOM TpencepnHoit u/unu apyxkamepHoiit OKC B
cooTBeTcTBUM ¢ HatnonanbHbIMU PekoMenaauusimu 1o rposeaeHuo 9 KC
[70] y mariuenToB ¢ CCCY ynydiaeT CMMOTOMATUKY U Ka4eCTBO KU3HMU,
YMEHbIIIaeT 3a00JIeBacMOCTh M YaCTOTY Pa3BUTUS (PUOPUIUISALINU TIpeacep-
nuii. OToaneHHbIe Pe3yJbTaThl MpuMeHeHUsT mocTosiHHON DKC u ee Bim-
STHUEe Ha BBDKMBAEMOCTh M Ha 4acToTy pa3putuss BCC, Ha cerogHsIIIHUIA
IeHb, HEU3BECTHHI.

VIL3.b. Cmpamugukayus pucka u npogpunaxkmurxa BCC
Yy nayuenmog ¢ Hapyuwienuamu AB- u enympuosicenyoouxkoeoii
npoeooumocmu
TeueHue 3ab00eBaHMI, COMPOBOXIAIOIINXCI HapylIeHUsIMU AB- 11 BHY-

TPYKETYIOYKOBOM MTPOBOIUMOCTH, OLIEHUBAIOCHh B HECKOJBKIX HEPAHIO-
MU3UPOBAHHBIX U 00CEPBALIMOHHBIX UCCaenoBaHUIX [ 143, 144], B KOTOPBIX
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OBLJIO YCTAHOBJIEHO, YTO JJAHHBIE COCTOSIHUS YaCTO aCCOLIMUPYIOTCS C CUH-
kore u npecuHkore u peako — ¢ BCC. I1poseaenue nocrossHHoit DK C npu-
BOJIMT K YJIyUIIIEHUIO KayecTBa X1U3HU, a uTo KacaeTcss BCC, To ObLIM MoJTy-
YeHbl HEOHO3HAYHbIE JaHHbIE.

Hapywenus AB-nposedenus

bBraronpugTHBI MPOrHO3 XapakTepeH Ui MaiueHToB ¢ AB-61okanoit
I crenenu u Il crenenu (Mob6uir 1), Torna kak npu AB-6mokane 11 cre-
neHu (Mobwulr 2), Ipu pa3BUTUM MUHTparucUaibHON WiIM MHOparucuaib-
HOI1 6J10Kaa OTMEYaeTCsl MPOrpecCupoBaHue HapyIIeHUI TPOBOIMMOCTH B
AB-610kany III creriern (cM. Tabnuity V.2), 94To TpeOyeT IMpoBeaeHMS TTOCTO-
aaHoit DKC [110].

AB-6mokana I1I crenenu yaie Bcero Bctpevaercs npyu MBC nim nerene-
PaTUBHEIX 3200JIEBaHMSX cepara. B HeCKOIBKIX HeOOIBIINX HEPAaHIOMU3H -
POBaHHBIX UCCIIENOBaHUSIX ObUIO MTOKa3aHO, uTo ocTosiHHast DK C yeanuu-
BaeT XapaKTEePUCTUKU BbKUBAEMOCTHU Y 3TUX MarueHTos [110].

Jeyx- u mpexnyuxoguvie 610Ka0bL

HaHHBIe, TTOTyICHHBIC B IPOCTICKTUBHBIX UCCIICIOBAHUIX Y ACUMIITOMA-
TUYHBIX TTAIIMEHTOB C XPOHMUYECKOU IBYXITyYKOBOI OJIOKAMOM, CBUIETEThb-
CTBYIOT 00 OTHOCUTEJIBHO MEUIECHHOM IPOrpPecCUPOBAHUM 3a00JICBAaHUS B
AB-6nokany III cterrenu [110]. Tem He MeHee, y 3TOl KaTeropuu MayeH-
TOB OTMEYAeTCsl OTHOCUTENIbHO yacToe pazsutrie BCC, cBI3aHHOE C BOBHUK-
HOBEHMEM 3JI0KAYeCTBEHHBIX XKeTYJT0YKOBbIX TaxuaputMuii. @akTopamu
pucka BCC sasastrorcst — MBC, XCH u/unm npekyiIoHHBINH Bo3pacT [145].
M3BecTHO, 9TO y TAIIMEHTOB C ABYX- U TPEXITYIKOBOI OJIOKAIO0, Y KOTOPHIX
MMEIOTCS YKa3aHWS B aHAMHE3€ Ha SITM30IbI CHHKOIIE, a TAKXKE Y TTAIIMEHTOB
¢ untepmutupytomeii AB-6mokanoii 111 crenenu vame passubaetcst BCC.
ITpoBeneHue nocrosiHHoit DK C He3HAUMTETbHO YMEHbBIIAeT YaCTOTY €€ BO3-
HUKHOBeHUs [146]. CyliecTBYIOT TPOTUBOPEUNBBIC JAHHBIE O MIPOTHOCTH -
YeCcKOM 3HaueHUHU YIJIMHEHHOro uHtepBaia HV B oTHolleHuu pucka pas-
Butusi BCC BcnencrBue OpaguaputMmuii. Tak, B YaCTHOCTHU, BepUpUKALIIU
nHTtepBanaa HV>75 mc aBnsercs ciabbIM TMTPOrHOCTUYECKUM MMPU3HAKOM, a
ero yBeamueHue 6ojee 100 Mc CBUACTENBCTBYET O HATMYUM KpaiitHe BBICO-
KOTO pHCKa U TpeOyeT He3aMeIIUTEILHOTO Havyaja IIPOBEICHMS ITOCTOSH-
Hoit DKC [147—149].

Ponb 6itokan Hoxkek cucteMbl ['mca—ITypKuHbe Kak HE3aBUCUMOTO TTpe-
nukropa BCC takke HeonHo3HauHa. [1peamnonaraeTcs, 4To NpUCOSIUHEHNE
0J10KaIbl OMHOM U3 HOXEK MydKa ['Mca nmprupaBHUBaETCsI K BOSHUKHOBEHUIO
JOTIOJIHUTENILHOTO MPOTHOCTUYeCcKOTO (pakTopa pricka BCC.
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V nmaumeHTOB 0€3 BbIpaxk€HHOW CTPYKTYpPHOM MaTojioruu cepaua ¢paxkrt
HaJIMIHSI VUTH TTOSTBJICHUSI OJTOKAIBI OMHOM 13 HOXKeEK ITyuka ['mca He accorm-
UpyeTcs ¢ yXyaueHueM rporHo3a B otHomeHun BCC. C npyroii CTOpOHHI,
JJI MauMeHTOB, TiepeHeciux OMM, KOTOpbIM MpOoBOAMIACHE TPOMOOIUTH-
yeckasl Tepanus, HaIuuue Wiu MpucoearHeHre 0J0Kal HOXEK B CUCTEME
T'uca—IlypkuHbe sIBJsIeTCSI JOIIOJHUTEIbHBIM (PAKTOPOM, O0YCIaBIMBal0-
1M puck passutust BCC [150—152].

Bpoxcdennas AB-6a0xada

B psine ucciaenoBanuii Ob110 MoKa3aHo, YTo uMIutaHTanust 9K C MmoxeT
YVIYYIIUTH BBKMBAEMOCTD Y TTAIIMEHTOB ¢ BPOXICHHOM ITOJTHO ITOTIE-
peuHoit 6nokanoii [153—155]. BCC moxeTt ObITh TepBOil MaHU(eECTa-
1Mell BpOXIAEHHOM MOJHOU nmonepevyHoit 6JoKaabl y paHee aCUMIITOM-
HBIX ITALIMEHTOB 0€3 CTPYKTYPHBIX 3a00IeBaHU cepana. MexaHU3MaMu
BCC y naHHOI KaTeropuu IMallMeHTOB MOTYT SIBJIATbCS KaK 3IU30/bI
MOJHOM TMOIepeYHOU OJ0KaaAbl ¢ OTCYTCTBUEM KaKOro-jiubo 3amMmelna-
IOLIETO pPUTMA, TaK U Opagu3aBUCUMBbIE 3JI0KAYECTBEHHBIE XKeTyI0UYKO-
BbIC TAXMAPUTMUMN.

VY naHHOI1 KaTeropuu NauMeHTOB yBeaudyeHue nHTepBaia QT, Hanuuue
PaHHUX MOCTAEMONSIpU3aUi U nucnepcusi pepakTepHOCTH MUOKapaa
KEIyI0YKOB CIIOCOOCTBYIOT BO3HUKHOBeHMIO (haTtanbHbIXx 2KHP, peanusy-
eMBIX M0 MexaHu3My long—short * [156, 157]. ¥ manueHTOB ¢ BPOXIEHHOMR
naToJIoThell MpoBoaslleit cucTeMbl cepalia K haktopam prucka BCC oTHo-
carcs: Hamnuue YCC meHee 50 B MUHYTY, yIuinHeHre uHTepBana QT, Hamu-
yuye CTPYKTYPHOM marToJjioruu cepaua [5].

AB-baokada nocae PH-abasyuu uau P9-moougurayuu AB-
coeduHenus

IIpoonema BCC gaBasercs akTyaJabHOI y MAaIlMEHTOB, MEPEHECIINX
PYA AB-coeauHeHusi, B TOM uuciie B BapuaHte PU-moaudukauun
AB-coenuHeHus, Tak KaK y 9TOH KaTeropuu OOJbHBIX 310Ka4eCTBEHHbBIE
KHP BozHukawT B 2—3% ciydyaeB, 0COOEHHO Y JIMIL C BBIPAXXEHHBIMU
nposiBneHusimu XCH [5, 159]. MexaHu3M 03]10Ka4eCTBICHUS] apUTMMU -
YeCKOro CUHApPOMa B 3TOM KOTOPTE MallMEHTOB OCTAeTCs 10 KOHIIa HesiC-
HbIM. CunTaeTcs, YTO UMEET 3HAUYeHUE Opanu3aBUCUMOE YBEIUYEHUE Bpe-
MEHM PETIOJISIPU3AIINHY XKEJIyTOUYKOB M XapaKTePUCTUK UX pe(PaKTepHOCTH
B IIEpBbIE CYTKU MOCJIE MPOBEACHUS PATMOYACTOTHON aOISIIMU VI MOIM -
uxkanuu AB-coeaquHeHus, 1 0COOEHHO B TEX CJIyYasix, KOraa HapylueHus
penosisipusanuy uMennch ucxoqHo [ 160]. ITpodunaktuka BCC B aTuX City-

*— JJIMHHasA-KOPOTKas IMOoCIea0BaATCIIbHOCTD.
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yasix 3akiaoudaercs B npoBeaeHn DKC ¢ OTHOCUTENBHO BLICOKOM 4acToO-
Toit 1 DKI'-MoHUTOpUpPOBaHUS TepBble 24 yaca nocje MpoBeAeHUs TaH-
HOTO MHTEPBEHIIMOHHOTI'O BMEIIIaTEeILCTBA.

ITo nanueiM Zehender et al. mociae umrutantauuu DKC 12—31% nauu-
€HTOB YMUPAIOT BHE3aITHO B TeUCHUE MOCJEAYIONIETO Mepruoaa HaoIoae-
Hus [161]. ABTOpBI TakKe OTMETHJIM TOT (DAKT, YTO B TE€YEHME MEPBOIO
rona nocie umianTauuu SKC yactora passutus BCC 6bu1a B Tpu pasza
BBIIIIE, YEM B MOCJENYIOLIME TOAbl. DTO COIIACYeTCsl C OTEUECTBEHHBIMU
JaHHBIMU, CBUIETETbCTBYOIMMU O 10%-1ii yacToTe BosHMKHOBeHMs1 BCC
nocie umrantauuu OKC u nposenenuss PYA AB-coequnenus y mauu-
€HTOB C XpOHUUYeCKou dopmoii dubpmmrsiium mpencepauii [110, 202].
[Ipenmonaraercst, YTo HAPyIICHUST YyBCTBUTEIBHOCTU YCTPOMCTBA WIN
MMPOBEACHUE CTUMYJISILIUKA B aCHHXPOHHOM PeKUMe CITOCOOCTBYET MHUIIM -
aruu 310kadectBeHHbIX 2KHP [110].

OTaenbHy0 IPYINy pyUcKa MpeacTaBisiioT 00oabHbIe ¢ AB-y3710B0ii peLm-
npokHoii Taxukapaueit (ABYPT) Ha doHe npencyuiectBytoieit AB-6710-
kanpl I crenenu. PY-monudukaius AB-coenuHeHNs1, UMeEIOLAs LIeJbIO
anuMmuHanuio ABYPT, B aTux ciydyasix MOXKeT ObITh CBSI3aHa C PUCKOM YCY-
ryoneHus HapymeHuii AB-npoBeneHus, u Bo3MoxHo, BCC. MeTonunka
PU-momudukauum AB-coenquHeHusi, pa3paboTaHHAasi OT€YeCTBEHHBIMU
aBTOpaMU, MO3BOJISIET UCKITIOUUTD 3TOT pucK [158].

Pexomendavuuu no npogpusaxkmuxe BCC

ITpoBenenue moctosiHHOM AByxkaMepHoil DKC B coOTBETCTBUU C
HanuonaabHBIMM peKoMeHanusiMu 110 Tpoeaennio DK C [70] y mamueH-
TOB C HapyIIeHUSIMU AB-TIpoBeIeHNS yiIydIlIaeT CHMIITOMATHKY ¥ KAYeCTBO
JKW3HU, YMEHBIIIaeT 3a00ieBaeMOCTh. JlaHHbIe 0 BIUSIHUM TTocTosTHHO DK C
B OTIaJICHHOM Teproe HAOII0IEeHUS Ha BLDKMBAEMOCTb U BEPOSITHOCTh pa3-
Butusi BCC, Ha cerogHsIIIHUI 1eHb, MTPOTUBOPEUMBBI.

VII1.4. BCC npu kapauoMuonaTusx

[Mox kKaparoMuoNaTUSIMKU IIOHMMAIOT 3a00J1eBaHMsI MUOKAp/a, Py KOTO-
PbIX (DUKCUPYIOTCS CTPYKTYPHBIE M/MIK (DYHKIMOHAIbHBIE HAPYILIEHUS B
OTCYTCTBHME KOPOHAPHOIO aTepoCKiIepo3a, TUIePTOHUM, BPOKICHHBIX MU
MPHOOPETEHHBIX TTOPOKOB ceprma. KaparmoMuonaTiy MpUHITO pa3aeisiTh
Mo MOpP(MOJIOTMIECKUM TIpH3HAKaM Ha TUIIepTPOPUIECKYIO, TUIaTallliOH-
Hy10 U pecTpukTuBHYI0 KMII, apuTMOre HHYIO JUCILIA3KIO IIPABOTO XKeJTy-
[IOYKa, a TakKXe Hekaccuduuupyemyo dopmy. B cBoio odepenb, Kaxkablii
U3 BUJOB ITOAPA3IAL/ISICTCS Ha CEMEIHYIO WIIM TeHeTUYECKK 00YCIOBICHHYIO
¢dopMy 1 Ha HeceMeliHYI0 (hopMy.
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VII.4.A. Cmpamugpuxayus pucka u npogpunakmuxa BCC y
nauuenmos c IKMII

Jwunaraimonas kapauomuonatust (JIKMIT) — rpyrnna 3aboneBanuii peHo-
TUITMYECKU OOBEIMHEHHBIX HAIMYMEM HapYIIEHUST CUCTOJIMYECKON (hyHK-
LIMH JIEBOTO XeJIyIouyKa 1 ero AuaaTalu, KOTOpble pa3BUBaIOTCS HE BCIIEI -
CTBME FeMOAMHAMUYECKOM TMeperpy3ku (M3-3a MopoKa Uiu TUIEPTOHUM) U
He Bcaeactsue MBC. Tlpu aToMm paciimpeHure mpaBoro keiayaodka MOXKET
Takke (DMKCUPOBATHCSI, HO 3TO HE SIBJSIETCS IMarHOCTUYECKUM KPUTEPUEM
JAKMII. Boigensior cemeiinyio ¢opMy ¢ U3BECTHOI MyTalLlMii U CeMEIHYIO
(opMy ¢ Hem3BeCTHBIM TUTIOM MyTauuu. Cpean HeceMeiHbIX (DOPM Bblje-
Jstot IKMIT BenencrBue muokapauta, 6oie3nb Kasacaku, JIKMIT acco-
LUMPOBAHHYIO ¢ OepeMeHHOCThIO, A3HAoOKpUuHHbIe JIKMII, ankoroiabHyto,
Taxukapautudeckyio dopmsl, JJKMII BcieacTBue ype3amMepHOTo yroTpe-
OJIeHUs celleHa, KapHUTWHA, THAMUHA U T.II.

[IsTuneTHsIs1 BBIXKMBAeMOCTb Cpely eBporneouaHou pacel pu JJKMII
IO BHEIPEHMWS COBPEMEHHBIX MHTEPBCHIIMOHHBIX METONOB JICUCHUSI
cocranisiia 31,4% [164]. CMepTHOCTD OT JAHHOM MAaTOJOIUU YBEIUYM-
Baercs ot 0,10 mo 1,16 Ha 10 000 cpenu MyX4uH B Bo3pacTe oT 35—39
1o 55—57 net [165]. [pu aTom Ha norto BCC npuxonutcst 20% ciyyaes
cMeptu [166, 167].

BCC n10B0BHO peaKO CIYXKUT MEPBLIM MTPOSIBJIEHUEM 3a00JIEBaHUS, Yallle
BCTpevaeTcs y MalMeHTOB C IPU3HAKaMU ITPOrPECCUPYIOIIETo TeUeHUST 3a00-
neBanus [168, 169]. B 6oabinHCTBe ciaydaes K anusonam BCC npuBomsr
xu3Heyrpoxatomue 2KA [170].

Tenemuueckuii ananus

Llemecoobpa3Ho 06cIen0BaTh POACTBEHHUKOB TIEPBOI JIMHUU POACTBA,
0CcO0eHHO B ciiyyae 3jokadyecTBeHHoro teueHust AKMII u npu Hanuuuu
NaToJOrMYeckoro (heHOTUIa, MO3BOJISIONIETO 3aM0I03PUTh TEHETUYECKYIO
myTauuio [171]. Ha ocHoBe uMeronimxcs TaHHbIX TEHETUYECKUIA aHAJIU3 Ha
BbIsiBJIeHUE MyTaluu B reHe LM NA MoxeT urpathb poJib B cTpaTuduKaluu
pucka BCC mpu AIKMII [172, 173]. OnHako B 00JBIIMHCTBE CJlydyaeB, MyTa-
LIMOHHbBII CKPUHMHT MpobaHaa ob1agaeT HU3Ko a(pPeKTHUBHOCTBIO (MEHee
20% nipu m3ommpoBanHoi JIKMII 6e3 conmyTCTBYIOIIETO ITOPaXKeHUS CKEJIeT-
Ho#t MmyckyaaTyphl) [171]. CtaHaapTHbII HAOOP METOAMK MPU 00CIeI0BaHUN
BKJIIOUAeT CEMEHbII aHaMHE3 He MEHee TpeX MOKOJEHUI (C OLIEHKOM CITy-
yaeB XCH, JIKMII, tpancmnantauuu cepaia, BCC, HapylieHuii cepney-
HOTO pUTMa U MPOBOAUMOCTH, MHCYJIbTA WU APYTUX TPOMOOSIMOOINIECKIX
OCJIOXKHEHMIH), a TakKe (pusukaabHbIii ocmoTp, DKI, Dx0-KI', XM-3OKI (B
ciayyae BCC npobanpaa).
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Pexomendavuuu no eenemuueckomy mecmupoeanuro

Kaace 1

1.V Bcex maumeHntoB ¢ JIKMII pekoMeHayeTCs TIaTebHOE U3YYeHUE
ceMeliHOro aHaMHe3a He MeHee YeM B 3-X MOKOJEeHUSIX (A)

2.PexoMeHIyeTCsT KapaNOJIOTUISCKUIN CKPUHUHT POICTBEHHUKOB ITIep-
BOI JIMHUU poACTBa: aHaMHe3, ocMoTp, DKI, 3XO-KI', XM-BKI (B ciy-
yae cMepTH npodanaa) (A)

3.11pu BbIsIBIEHUM Y pOACTBEHHUKOB Mpu3HakoB JIKMIT — pekomeHayetcst
PETYIISIPHOE KaparOJIOTMIecKoe 00C/IeIOBaHIE HAYMHAsI C pAHHETO IeTCTBA (TIpU
slamMuHonatusx ¢ 10—12 er) kaxasie 12—36 mecsines g0 10 s1er, kaxnpie 12—24
MecsieB a0 20 et u ganee Kaxkasie 2—5 et 10 50—60 J1eT ¥ KapamooruyecKuia
CKPUHUHT IMTOTOMKOB ITPOOaHIa KaXI0To Mocieayoliero nokojaeHus (B)

4. Ecm ipusHaku JJKMII y poncTBeHHUKOB He 0OHApYKEHBI U TCHETH-
YeCKOe TeCTUPOBAHKME HEBO3MOKHO, PEKOMEH/IYETCSI PEeryJISIPHOE KapIHOJIO-
rmyeckoe o0ciieqoBaHMe HauYMHas ¢ paHHEro AeTcTBa Kaxable 12—36 mecs-
neB g0 10 net, kaxnapie 12—24 mecsues 1o 20 JieT u gajgee Kaxable 2—5 et
10 50—60 ner. (B)

5.11pu BoisiBAeHUU y npodanga ¢ JIKMII B pe3ynbraTe re HETUYECKOIO
TeCTUPOBAHUS IPUUYMHHOMN MyTallMM PEKOMEHIYETCSI TeHEeTUYECKUI CKPU-
HUHT pOACTBEHHUKOB MEPBOM TMHUU poacTBa (B).

6.Eciu nmpuyvHHBIE MyTalluy Y POACTBEHHUKOB OTCYTCTBYIOT, CJIEIyeT
MPeKpaTUTh najbHeiee oocaenoBanme (C).

7.Ecnu npuYMHHbIE MyTallMX Y POICTBEHHUKOB OTCYTCTBYIOT, HE CJIEyeT
MPOBOAUTH FeHETUYECKOE TeCTHpoBaHUe MTOTOMKOB (C).

Knace Ila

1.I1pu BBISIBIIEHMM PUYIMHHBIX MYTALIAN Y POICTBEHHUKOB OSCCUMITTOMHBIX
HocUTes el MPUUMHHBIX MyTalliid pPeKOMEHIYETCs PETY/ISIPHOE KapIoJ0rMIecKoe
obcnenoBanue exeromHo ¢ 10 1o 20 jiet u nasiee Kaxable 1—3 rofa ¢ UCMob30Ba-
HMEM JOITOJTHATETbHBIX METOIOB 00ciienoBaHus pu HeooxommumocTH (C).

Cmpamugurayus pucka

TMonxomnwl k crpaTudukanuu pucka BCCy nauuentos ¢ JIKMII He oTiu-
Ya0TCS OT TEX, KOTOPbIE UCTIONB3YIOTCS MPU CTpaTU(UKALIUY PUCKA Y ALK -
eaToB ¢ XCH nemmemmnueckoro rene3a (cm. tab. VIL.2.1). ITpu AKMII
KpaitHe Beicokuit puck BCC accouuupoBaH ¢ myTauussmu B reHe LMNA

Pexomenoayuu no npogpusaxkmuxe BCC

Kaacc 1
1.AnexBaTHOe MenukaMeHTO3Hoe JiedeHne XCH corjmacHo Tekyuum
HanuonansueiM Pekomenpanusam 1o nedenuio XCH [87], Bkimoualomiee
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00s13aTeIbHOE Ha3HaYeHUe (MPU OTCYTCTBUM MTPOTUBOTIOKA3aHUI 1 TT000Y-
HbIX 3(hekToB) 6eTa-610KaTOPOB (A), UATID (A), aHTAarOHUCTOB aJTbIECTE-
poHa (A).

2.B uensx sropuunoii npopunaktuku BCC UK]I-Tepanust peKoMeHI0-
BaHa MalyeHTaM, BbDKUBIIMM Ttocie ®2K uay reMonMHAMUYECKU HeCTa-
ounbHol KT (ocHOBHBIE (DaKTOPBI PUCKa), KOTOPHIE He OBLIIM CBSI3aHBI C
00paTUMBIMU TIPUUYMHAMM W KOTOPBIC TTOIYIAIOT MOCTOSTHHYIO ONTHMAJTh-
HYIO MEIMKAaMEHTO3HYIO TePaITiIo, UMEIOT XOPOIINiA (PYHKIIMOHAIBHBIIN CTa-
Tyc* 1 OJIaTONPUSTHBII ITPOTHO3 BEDKMBAHUSA B TeUeHUE Tofa u 6oiee (A).

3.B uenax nmeppuuHoii mpodmiaktuku BCC UK -Tepanust peKOMeHIO0-
BaHa IMalleHTaM ¢ HeHIIIeMIYeCKUMU 3a00JICBAaHUSIMA CEepIla, MMEIOIITNM
DB JIK menee 35% (ocHoBHOi1 akTop pucka), XCH I1-I11 ®K no kiac-
cudukaunu NYHA, rnoayJarommm MocToSTHHYIO ONTUMAaJIbHYIO JIeKapCTBEH-
HYIO Tepallio, C XOpOIIuM (PYHKIIMOHAJIBHBIM CTaTyCOM™ M MMEIOIITM OJ1a-
TOTPUSITHBIN MPOTHO3 BLXKMBAHMSI B TeUeHUE rojaa u oosee (A).

4.Y mauuneHToB ¢ KT (0CHOBHOI1 (hakTOp prcKa) MO MEXaHU3MY re-entry
o HoxkkaM mmydka ['mca (bundle branch reentry), BepuduiiipoBaHHOI B Xo/1e
310D MU nokazaHo nposeneHue karerepHoii adsiuuu I[THIIT (C).

5.CormyTcTBYIOIIAs TePAITKs aMHUOIAPOHOM, COTAJIONIOM B BUIEC MOHOTEpA-
MUY YUTA B COYETAHUM C 3-aIpeHO0I0KATOPAMH C LIETbI0 YMEHBIIICHUS CHM-
nroMoB KT (Kak yCTOMYMBOI, TaK M HEYCTOMYMBOI ) peKOMEHIOBaHA TTALIM -
eHTaM ¢ UMIuIaHTUpoBaHHBIMU MK]I, moyJarommM Tepanuio 1o TTOBOLY
AKMII (C).

6.AMMOIapOH MOKa3aH MallMeHTaM C LIEJIbI0 JICUeHUsI TeMOIMHAMUYECKU
3HauuMbIX KT 1 HXT (ocHoBHbIe dakTopsl pucka BCC) B ciyuae, ecinu
KapIWOBEPCUS U/WIN KOPPEKIINS MPUINH BO3HUKHOBECHUS apUTMUN HE
CMOTIJIM YCTPAHUTh WU MIPEIOTBPATUTD ee panHuil peyudus (B).

Knacce Ila

1.B uensx nepsuuHoii npogunaktuku BCC UK]I-tepanusi, KOMOMHUPO-
BaHHas ¢ ouBeHTpUKYIsIpHOit DKC, mokaszana nanuenTtam ¢ JIKMITu XCH
IHI-IV ®K o NYHA (ocHOBHOI1 (hakTOp prcKa), MOIydalolIM ONITUMAJb-
HYIO JICKapCTBEHHYIO TEpaIliio, Y KOTOPBIX IJIUTEILHOCTh KoMITiekca QRS
Ha (poHe CMHYCOBOTO pyUTMa IIpeBhIaeT 120 Mc, KOTOphIe UMEIOT XOPOIIINIA
(byHKIIMOHAIBHBIH cTaTyCc* U OJIarONPUSITHBIN ITPOTHO3 BEKMBAHUS B TCUE-
Hue roga u 6oiee (B).

2.UKI-Tepanus nmokaszaHa naiydeHTaM ¢ peluaAuBUpYIOllelil reMoaruHa-
muuecku ctabuibHol KT (0OCHOBHOI (haKTOp prcKa), HE3HAYUTEIbHO CHU -
sxeHHO# OB JIK, moyyaiommm onTuMaibHoe JiedeHne o mosomy JIKMIT ¢

* — 0 METOIMKAX MPOBEICHMs OLIEHKH (PyHKIIMOHATLHOTO CTATyCa Bbl MOXKETE TPOYUTATh Ha
caiire http://www.chcr.brown.edu/pcoc/functi.htm
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XOpOIM (DYHKITMOHATBLHBIM CTAaTyCOM M UMEIOIIINM OJIarONPUSTHBINM TTPO-
THO3 BBDKMBaAHMS B TeueHUe Tona u boiee (C).

3.buBeHTtpukyisipHas DKC 6e3 pynkuuu MKJI nenecoodpasHa ajis rpe-
notBpamieHus BCC y mammenToB ¢ IKMIT u XCH III-1V @K 1o xraccu-
dukanuu NYHA, @B JIK menee 35% (ocHOBHOI (hakTop pycKa), IJIUTeIb-
HOCTBIO KoMIUTeKcoB QRS 160 mc (nu 1o MeHbLIeit Mepe 120 Mc mpu Halu-
YUU APYTUX MPU3HAKOB ACUHXPOHHOTO COKPAIIEHUSI KETyJOYKOB), OJyYa-
FOIIMX TTOCTOSTHHYIO ONITUMAJIBHYIO JIEKAPCTBEHHYIO TEPaITNIiO, C XOPOIINM
(byHKIIMOHAJIBHBIM CTATYCOM U UMEIOIIUX O1aronpUsITHBIN MPOTHO3 BBIKH-
BaHUs B TeueHue roaa u 6osee (B).

Kaacc ITb

1.AMromapoH u/unu 6eTa-010KaTOPBl MOTYT OBITh HA3HAYEHBI TTAIUEHTaM
C OCHOBHBIMH 1 BTOPOCTEIIEHHBIMHU (pakTopaMmu pricka BCC, moixyyatommm
onTuMajbHoe JiedeHue o noBoay XCH, KoTopbIM HEBO3MOXHO UMILJIAH-
TupoBatb MK/I.

2.B nensx nepsuuHoil mpodunaktuku BCC UK ]I -Tepamnus MoXeT 00CyX-
natbes y nanreHTos ¢ JKMIT, nmeromux @B JIK ot 30 1o 35% (ocHOBHOI
dakrop pucka BCC), XCH I ®K 1o kiraccupukanmm NYHA, monydaronmx
IMOCTOSTHHYIO ONTUMAJIBHYIO JICKaPCTBEHHYIO Teparuio, ¢ XOPOIInM (hyHK-
LIMOHAJIbLHBIM CTaTYCOM M UMEIOIIUX OJIAarONPUSTHBIN MPOTHO3 BHIKMBAHMS
B TeueHue roaa u dosee (B).

Kaacc IIT

1.Haznauenue npenapatoB IC kinacca mis sedeHust KA (0OCHOBHOI (hak-
Top pucka BCC) He pekomeHayercs y rmanueHToB ¢ XCH (A).

2. MK I-Tepanust He moka3aHa nanueHTaM ¢ pedpakrepHoit XCH, y KOTopbIx
MaJIOBEPOSITHO TOCTVIKEHME KOMIIEHCALIY 1 OIarONPUSITHOTO TIPOTHO3A (A).

VIIL.4.b. Cmpamugukayus pucka u npogpunakmurxa BCC
Y nayuenmoe ¢ zunepmpoguuecKkoil Kapouomuonamueii

luneprpodbuyeckas kapauomuonatus (I'KMIT) — pa3Butue runeprpocbun
MMOKapa JICBOTO KeJTyIoJKa 0e3 apTepruaTbHOM TUTICPTOHNI WJIN KJIATTAHHBIX
MOPOKOB cepaua. YacToTa BCTpeyaeMOCTH COCTaBIsIeT 0Kosio 1 cirydast Ha 500
yenoBeK. Kpome Toro, B coBpeMeHHOI Kiaccuduxkanuu Boiaessior KMII,
CBSI3aHHYIO C OXKMPEeHUEM, peakue ciydau upesmepHoii [JI2K y cnoprcMeHoB,
I'KMITy neteii, Matepu KOTOPBIX O0JIbHBIX caxapHbiM auadeTtom u [ KMIT Benen-
cTBUe amuionao3a. O0BIYHO omnpeessieTcs yroaeHue cteHok JIDK 6omnee nnm
paBHoe 15 MM (U1 AeTeii 6osiee WK paBHOE 2 CTaHAAPTHBIM OTKJIOHEHUSIM) TIPU
YCJIOBUM OTCYTCTBUS APYIMX MPUYMH, KOTOPbIE MOTEHLIMATIBbHO MOTYT BbI3BaTh
T'JI2K, koTopoe He cConpoBOXKAAETCS pa3BUTUEM AUIaTallMK Kamep cepaua [ 174].
CymectBeHHOoe 3HayeHne B guarHoctnke 'KMIT nmeer Hamume oyaroBoii
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rurepTpodUM MIUOKapIa M MU3MEHEHUI TTPOCTPaHCTBEHHOM OpYEHTALINH KapIy-
OMUOILIMTOB (XaOTUYHOCTb MX pacrionioxkenust) [175]. INpeanonaraercs, 4to 3T
M3MEHEHMSI CITIy>KaT CyOCTPaTOM [UISI Pa3BUTHSI ADUTMUIA.

Tenemuuecxuii ananus

ITockonbky 'KMII umeeT nnpenmMyliieCTBEHHO HaCAEACTBEHHOE ITPOMCXO-
XKICHME, TIIATeIbHBII COOp CeMEeITHOT0 aHaMHe3a ITPUOOpeTaeT TMarHOCTH -
YECKUI CMBICH, IPU STOM MPU BOZMOXHOCTH CJIelyeT 00Caen0oBaTh U POI-
CTBEHHMKOB OosbHOTO [174, 182—183].

PBICOMeHaaL{Llu no eeHemuvecKomy mecmuposaHuo

Knacc I

1.Y Bcex manmeHToB ¢ 'KMII pekoMmeHmyeTcs TIIATeIbHOE U3ydeHUE
CeMeITHOro aHaMHe3a B He MeHee 3-X ITOKOJICHUSIX (A)

2.I'enetnueckoe TectupoBanue Ha [ KMII pekomeHayeTcs y maleHToB
C HETUMUYHOM KanHuueckoi kaptuHoii TKMIT (B).

3.CemeitHblit ckpuHUHT, BKiovyaomniit DKI', 9XO-KI' u KninHn4ecKyo
OlLIEHKY yepe3 1—1,5 1. y neteil 1 moapocTKOB, Y IPUMEPHO KaxXble 5 JIeT U
Y B3pOCJIbIX, a TaKXkKe MPOBEeIeHNE TeHETUYECKOTo TeCTUPOBAHUSI PEKOMEH -
IyloTcs y ponctBeHHUKOB 6oabHOro I'KMIT miepBoii creneHu poactsa (B)

Cmpamugurxauus pucka BCC

OTHOCHUTEJIbHO HU3Kas YacToTa 3a00JIeBaHUsI CO3AAeT TPYAHOCTH B CTpa-
tudukannu pucka BCC y 00IbHBIX 3TOM KaTETOPUHU, TOCKOIBKY CYIIIECTBYET
OTIACHOCTH TOTO, UTO JIOKHOTIOJIOXKUTEbHBIE PE3YIbTAaThI 15T JII000TO (hak-
TOpa cTpaTU(@UKaLMU MOTYT BO300J1alaTh Hal UCTUHHO MOJIO0XUTEIbHBIMU
pe3yabratamu. B omHoM 13 uccnegoBanmii 23 n3 480 O0JBHBIX YMEPJIM BHE-
3aITHO, XOTSI KIIMHUYECKYE HAOIIONeHUS IIPEAITOaarain, YTO OHU ITPOXKUBYT
eme 6,5 romga. Puck BCC 6bUT HEeOCPEACTBEHHO CBSI3aH C TOJMIMHOMN CTEHKHN
JIZK. YcranosneHo, yto B TeueHue 20 jet manueHTsl ¢ [ KMII ¢ TonmuHoi
crenku JIZK menee 20 MM ITpaKTUIeCKU HE YMUPAJIU, TOrIa KakK y IalieH-
TOB ¢ TouHOK cteHKu JIZK 30 MM 1iti 6oiee CMEPTHOCTh COCTaBUJIA TTOUYTHU
40% 3a 3TOT Xe Iepuoj BpeMeHu. B psiiie ucciienoBaHuii oTMEYeH KaK 0CHOG-
Hoti pakTop prcka BCC Takoii mpu3HaK Kak cooTHoLIeHre ToamuHbl M2KTT
u 3aaHeit ctenku JIK pashoe 1:1. [174, 176, 177].

AMepHKaHCKast KOJIersi KapauoioroB 1 EBporneiickoe Kapauoaornieckoe
0O0I1IeCTBO YMOPSIIOYWIM 1O KaTeTOpUsIM M3BeCTHHIE (hakTophl prucka BCC
KaK «OCHOBHBIE» U «BO3MOXHBIC» [IJISI OTHEJIbHBIX Tpym 00abHbIX ['KMII
(tabauua VII.4.1). PekomMeHayeTcsl MpOBOAUTbL KIMHUYECKYIO OLIEHKY Mallyu-
eHToB ¢ TKMIT pnst crpatudukaumu pucka BCC kaxnbie 12—24 mecsiua [174,
176, 177, 178—181].
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Tabnuua VIl.4.1
®akTopbl pucka BCC y 6onbHbIx FKMIM

«bonblune» Passutne BCC B
¢hakTopbl pucka passutua BCC 03MOXHO Y OTAENbHbIX NaLMeHTOB

- CeppaeyHbin apecT - Gubpunnsums npegcepamin
- CnoHTaHHas ycTonumneas xenyaoukosas Taxukapans |- Miwemus muokapaa
- CemelHbIt aHamHe3 criyvaes BCC - Hanuune BbICOKO pWCKOBBLIX MyTaLui
- HeobbsicHMbIe crHKone reHoB
- YTOnweHne CTeHoK neBoro xenygoyka = 30 Mm - MiHTeHcuBHas (copeBHoBaTenbHas) u-
- HeycroiumBas cnoHTaHHas xenyno4koBas Taxukapaws | 3udeckas Harpyska

Ponb renetuueckoro tectupoBaHus y nauueHToB ¢ [KMII B oTHoIIE-
Huu crpatudukaunu pucka BCC B HacToslee BpeMsl OCcTaeTcsl 10 KOHLa
He u3ydeHHoit (kiacc mokaszanuii IIb, B). 'eHeTnueckoe TecTupoBaHue Ha
T'KMII pexoMeHayeTcsl y NallMEHTOB ¢ HETUIIMYHON KIMHUYECKOUW Kap-
tuHoit I'KMII (I, B). CemeiiHbIi CKPUHUHT JOJKEH BKJIIOYATh MPOBEIE-
Hue peructpauuu DKI', sxokapauorpaduio 1 KIMHUYECKYIO OLIEHKY Yepe3
onpeaesieHHbIe MPOMEXYTKU BpeMeHHU (0T 12 1o 18 MecsueB y nereit u moj-
POCTKOB U IIPUMEPHO KaxXKIbIe 5 JIeT U Y B3pocibix). [IpoBeneHre reHeTHIC-
CKOT'O TECTUPOBAHUS PEKOMEHAOBAHO y PONCTBEHHUKOB 0osibHOTO ' KMIT
nepBoii creneHu poactsa (I, B) [174, 182—185].

ITpoBenenne XM-DKI' pekomeHIOBaHO MpU HayaJdbHOM OlIEHKE pUCKa
passutust BCC y manmentoB ¢ TKMII (I, B), B mocieayiomem — Kaxkible
1—2 rona mpu OTCYTCTBMM yKa3aHUii B aHaMHe3e Ha anu3oanl KT (Ila, C)
[174, 179, 186].

Crpecc-tect ¢ KoHTpoaeM A/l u DKI saBnsieTcs XenaTeabHbIM I CTpa-
tudukannu pucka BCC y maumenros ¢ TKMII (Ila, B). [Tatorornyeckumii
otBeT AJl Bo Bpemsl TecTa (onpenesisieTcs: 1100 KakK HeCITOCOOHOCTh K yBe-
nuyeHuto AJl 6onee yem Ha 20 MM pT. cT. wiu nageHue A/l 6onee yem Ha 20
MM PT. CT. BO BpeMsI TeCTa) IIpeiaraeTcsl pacCMaTpUBATh KaK 0CHOBHOI (pak-
TOp, oOycliaBauBatommii puck passutus BCC [187—189].

HexkoTtopeie aBTOpHI Npepiaraot paccmatpuBatb MPT cepalia ¢ ranonu-
HUEM KakK TOMOJHUTEIbHYIO METOAMKY, TOMOTAIOIIYI0 KIMHUIIMCTY B CTpa-
TU(PUKAINY pUcKa U TPUHITUU TakThudeckoro pemeHus (I1a, C) y mauueH-
TOB C ycTaHOBIeHHBIM nuarHo3oM ['KMII rmpu HeBo3MOXKHOCTU cTpaTUdU-
kauuu pucka BCC Ha ocHoBaHUM 00111eM3BeCTHBIX (hakTopoB [174, 190].

Pexomendayuu no npogpunaxmuxe BCC

Kaace 1

1.UK-Tepanuio cienyeT npoBoauTh nmauueHtam ¢ 'KMII u tTakumu
ocHOBHBIMU (pakTopamu pucka BCC kak ycroitunast 2KT nim @K, Koto-
pbI€ [TOJIy4alOT ONTUMAJIbHYIO JIEKAPCTBEHHYIO TePaIliio OCHOBHOIO 3a00J1e-
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BaHUSI 1 UMEIOT XOPOLINI (PyHKLIMOHAJBHBIN CTATYyCOM M OJIarOMPUSITHBIN
MPOTHO3 BLKMBaHMS B TeueHUe roaa u 6osee (B).

2.beTta-610KaTOPH PEKOMEHAYIOTCS JUIST JICUCHUS CUMIITOMATHIHBIX
B3POCJIbIX MAIMEHTOB ¢ OOCTPYKTUBHON WM HEOOCTPYKTUBHOU (hopmoit
I'KMII, HO ux clienyeT UCI0JIb30BaTh C OCTOPOXKXHOCTHIO y TALIMEHTOB C
CUHYCOBOW Opanukapaueit wiv HapyueHusiMu AB-niposogumoctu (B).

3.CentajbHast MUOTOMMSI [JIs JIUSHUSI MALIMEHTOB C TSKEJIbIMU pedpak-
TEPHBIMHU K KOHCEpBATUBHOM Teparuy cuMnToMaMu™ u ooctpykimeit BTJIZK

Kaacc Ila

1.UK]I-Tepanust mokasaHa JJjisi IepBUYHON M BTOPUYHOI NPO(PMIaKTUKUA
BCC y nmanmentoB ¢ 'KMII, numeronmx Kak MUHUMYM OJMH U3 OCHOBHbBIX
akTopos pucka (cMm. Taoi. VII.4.1) — cepaednsIii apecT, CIIOHTaHHAsI YCTOM -
yuBas KT, cemeitnbiit anamHe3 BCC, cuHKoOMaibHbIE COCTOSIHUS HESICHO
3TUONOTUM, ToJuHa cTeHKH JIZK 6osee 30 MM, maTonornyeckue u3MeHe-
Hust AJl mpu Harpy3ouHoil npo0e, crioHTaHHast HeycTouuBast KT, koto-
pble TTOJIyYatoT MOCTOSIHHYIO JIEKAPCTBEHHYIO TePAINuIo, C XOpOIIUM (hyHK-
LIMOHAJILHBIM CTaTyCOM M MMEIOT OJIArOTIPUSTHBIN TTPOTHO3 BKMBAHUS B
teueHue rona u coiee (C).

2.CnupToBas aMm0oau3alius mokazaHa B3pociabiM 00abHbIM [KMIT ¢
obctpykimeit BTJIZK (ocHOBHOI (hakTop prcKa y JaHHOM KaTeropyuy Maiy-
€HTOB) TMPU YCIOBUU PedDPAKTEPHOCTA CUMITOMOB K MEIUKAMEHTO3HOM
Teparnuu U HAJIMYUU TTPOTUBOIOKA3aHUI K TTPOBEACHUIO MUOTOMUU /MUO-
9KTOMMU, O0YCIIOBIIEHHBIX CEPhE3HBIMU COITYTCTBYIOIINMU 3a00I¢BAaHUSIMU
¥/WIIA TIPEKJIOHHBIM Bo3pacToM (B).

3.AMrogapoH MOXeT OBITh MpernapaToM BbIOOpa IS JICUSHUs MallieH-
toB ¢ 'KMII co croiikoit 2KT u/ nnu @K B aHaMmHe3e (OCHOBHBIE (DAKTOPHI
pucka), npu HeBo3MoxkHocTy uMmriuiantauuu MK (C).

4 TIpoBeneHue pacIIMpeHHO MUOSKTOMUM MOKET OOCYKIAThCS Y AL~
€HTOB ¢ 00cTpyKTUBHOU (popmoit TKMIT 1 pe3aucTeHTHOCTBIO K METMKAMEH -
To3Hoi1 Tepanuu (C).

Kaacc I1b

1.IlpumMeHeHHe aMUOAapOHa MOXET ObITh OMPaBAAHO IS MPOBEICHUS
nepsuyHoii npodunaktuku BCC y naumento ¢ 'KMII, umeromuyx onux

* — KuHM4YecKre CUMITOMBI BKITIO4aloT cteHokapauio I11 — IV @K, o6Mopoku, rpenod-
MOPOYHBIE COCTOSIHUSI, TOIOBOKPYKCHUE, TUITOTCH3UIO, KOTOPbIE COXPAHSIIOTCS, HECMOTPSI
Ha ONTUMAJIbHYIO MeIMKaMeHTO3HYyIo Tepanuio. ['paguient nasnenust 8 BTJIK B cocTossHum
TTOKOSI WJTU TIPU BBITIOMHEHU Y (DU3MOJIOTMYECKON HArPy3KH JOJDKEH MPeBbIIATh 50 MM PT. CT.

** — Onepaliusi I0JKHA BBITIOTHSITHCS TOIBKO OTBITHBIMU OTIepaTopaMu (BBITOJTHUBIINMU HE
MeHee 20 mpolLiefyp WK paboTaoIMMU B LIEHTPE, TIe BBITOTHsIETCs: He MeHee S0 TipoLieyp B TOx).
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1M 6oJiee OCHOBHBIX (hakTopoB prcka BCC, ecii HEBO3MOXHO BbIMTOJTHUTD
nmrmantanuo UK (C).

2.ITocrosiHHas aByxkamepHast DK C c ykopoueHHOIT AB-3anepXkoit MoxeT
OBITB ITOKa3aHa OOJIBHBIM 00CTPYKTUBHOIT hopMoii ' KMIT ¢ BeIpaskeHHBIMU
CUMIITOMaMU 3a00JieBaHusI pepakTepHBIMU K JIEKAPCTBEHHON Teparuu U He
SIBJISTIOIIXCSI KAHIMIATaMU JIJIS TTPOLICAYPHI CENTATBHOMN peIyKIIUH ITIPH YCIIO-
BUM CHIKeHMs cuctoimyeckoro rpaguerTta BTJIDK Ha 25% u 6onee nmpu rpo0-
Hoii nByxkamepHoit DKC ¢ onTumanbHbIM 3HaueHueM AB-3anepxku (B).

3.01mbIT UCMOJIB30BaHUS cOTajIoa orpaHuyeH y mauueHToB ¢ [KMII, Ho
€T0 NCITOJTb30BaHME BO3MOKHO B OTIEIbHBIX KITMHUYECKUX CUTYAINSIX, OCO-
6eHHo y mauueHToB ¢ UKJI (C).

Kaace I

1.Ummmanrauus UKL He pekomenayercsa 6onbHbiM ['KMIT ¢ orcyT-
CTBUEM OCHOBHBIX (pakTOpoB pucka BCC (C).

2.Ummnanramus MK He pekomeHmyercst 6onbHBIM [ KMIT ¢ momoxu-
TEJTbHBIM TeHOTHUITOM (BO3MOXKHBIN (PaKTOp PHUCKA) M OTCYTCTBUEM KIITMHM-
yeckoi cummitoMatuku (C).

3.CnupTtoBasi 5MO0IM3aLMs HEe TOJKHA BBITTOTHSITHCS Y O0JBHBIX C BbIpa-
xeHHoU runeprpodueit M2KII (6omee 30 MM) B CBSI3U ¢ HEOIIpeAeICHHOM
3((HEKTUBHOCTBIO MPOLEAYPHI Y AaHHOM KaTeropuu naiueHToB (C).

4.CriuproBast SMO0IM3aIrs He JOJKHA BBITIOHATCS Y 0€CCUMITTOMHBIX
MaleHTOB, Y OOJBHBIX C MEAMKAMEHTO3HO KOHTPOJTUPYEMBIMU CUMIITO-
MaMH, y TTALIMEHTOB C IPeAIToIaraeMbIMH OTIepaTUBHBIMU BMEIIIATEIbCTBAMU
Ha cepilie, Koraa MUO3KTOMUS MOXKET OBITh BBITIOTHEHA, KaK YacTh MJIU dTall
onepauuu (C).

5.HazHauyeHre HUTPATOB, HU(EIUITNHA 1 BBICOKUX J03 TUYPETUKOB SIBJISI -
€TCsl TIOTeHLMAbHO OMacHbBIM y MauueHToB ¢ 00cTpykTuBHOM 'KMIT (C).

6.Ha3HaueHue cepaeuHbIX MIMKO3UAOB Ipu oTcyTcTBun PII sBisercs
MOTeHIMaIbHO oracHbIM y 00abHBIX [KMIT (B).

VI1.4.1.B. Cmpamugukayus pucka u npogpunaxkmurxa BCC
y nayuenmos ¢ AJIDK

ApUTMOTeHHas KapIMOMHONATUS/IUCIIIA3UsI IIPaBOro XeaymodKa
(AAITXK) — 3aboneBaHue, XapaKTepU3YyIOLlIeecs MPOrpeCcCUpPyIONINM 3aMe-
LIEHKEM MMOKAapIa IPaBoOro XeaymIouyka XUpoBoi U ¢GUOPO3HOM TKAHbIO,
COIIPOBOXKIAOIIEECs CHIDKEHUEM (DYHKIIMU IIPABOTo KeJIyd04YKa IperuMy-
IIECTBEHHO ITPOSIBIISIONIASICS KITMHUIECKH XKeJTyIOUKOBEIMY HAPYIIICHUSIMU
putMa. JlokazaHo HacieacTBeHHoe nmpoucxoxaeHue AJIITXK, kpome Toro,
CUNTAETCS, YTO B Pa3BUTUHN 3a00JI€BAaHUS MOTYT UMETh 3HAUCHHE TTPOIIECCHI
BocnaneHus. [191—193].
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ITo naHHBIM MUAEMUOJIOTUYECKUX HcclieaoBaHu i BcTpedyaeMocTb AIITTZK
B oO1ei nonynasiunu coctapiseT ot 1:1000 go 1:5000, cooTHOLIEHUE MYKUYUH
U XeHIIMH cpenu 6oabHbIX ¢ AIITTK cocrabnsert 3:1 [194—197]. AATTK —
onHa u3 Haubosee yacThix MpuunH BCC y nmuir Mmoioxe 35 JieT B pa3BUTBIX
crpaHax mupa [196, 197]. Poccuiickue srnaeMnoIornaeckue TaHHbIe COOT-
BeTCTBYIOT MUPOBEIM: AJITTK sIBIIsIeTCST BTOpOii 110 3HAYMMOCTH TIPUIMHOM
BCCy auu < 35 ner (14,1%) nocie ankoronbHoit KMIT ¢ pacnipeneieHnem
yMepUIMX OOJBHBIX O TTOJIY B COOTHOIIEHUM MYXXUUH U XXeHuuH 3:1 [197].
Cewmeitabie popMmbl AJITTXK cocTaBisior Kak MUHUMYM 50% OT Bcex clty-
YyaeB C MPEUMYIIECTBEHHO ayTOCOMHO-IOMUHAHTHBIM TUIIOM HacJjienoBa-
HUs (MaeHTUGUUUpPOoBaHO 12 reHOB, KOOUPYIOIIUX pa3IMUHbIe KOMITO-
HEHTBI MUOKApAMaJbHBIX IECMOCOM) 1 BapuabeIbHOM MeHETPAHTHOCTHIO
[4, 191, 359].

Huarno3 AJITTK ycranaBnuBaeTcs Ha OCHOBaHUM COBOKYITHOCTU «00JIb-
IIMX» ¥ «MaJIbIX» TMaTHOCTUYECKNX KPUTEPHUEB COTIIAaCHO MeXXITyHapOITHBIM
kputepusim nuarHoctuku AIITK 1994 roma B Mogudukauuu 2010 roga
[191, 198].

Tenemuuecxuii ananus

JlanHbBIe TeHeTUYeCcKOoro TectTupoBaHust y 6oabHbIX ¢ AJIIT2K B Hacto-
silee BpeMsl OUeHb OrpaHUYEHbl, YTOHE MO3BOJISIET JIeJ1aTh BHIBOABI O €0
poau B ctpatudukauuu pucka BCC u onpenenieHuu Je4yeOHOM cTpaTeruu
y 6osnbHbIX ¢ AITT2K. Huxke nepedyuciaeHsl YCI0BUS, MPU KOTOPBIX Lieje-
Cc000pa3HO MPOBOIUTH TEHETUYECKOE TECTUPOBAHUE Y TaHHOM KaTeropuu
nauueHToB [191].

Pexomendauuu no ecenemuueckomy mecmupo8anuro

Kaacc I1b

1. KoMIuieKcHOe TeCTUpOBaHKME TeHOB, KOAMPYIOIIMe OeJTKU MUOKaP/IU-
anbHbIX necMocoMm (DSC2, DSG2, DSP, JUP, PKP2, TMEM43) nenecoo-
Opa3Ho y mauueHToB ¢ nuartHo3omM AJITTXK, yctaHOBAEHHBIM B COOTBETCTBUU
¢ MexnynaponabiMu Kpurepusimu B Mmoaucdukaiuu 2010 roma (C).

2.I'eHeTMUECKOE TECTUPOBAHIE MOXKET OBITH PEKOMEHIOBAHO ITallieHTaM
¢ BbICOKOI BeposiTHOCThIO Hanmuuust AIIII2K cormacHo MexnyHapoaHbIM
Kpurepusm B monudukanuu 2010 roga, T.e. npyu HaTU4uu 1-ro 60Jb1I0TO
wiu 2-x Majibix kputepueB AJTTXK (C).

3.Tlouck crnenmduyekoit MyTalMy MoKa3aH YieHaM CeMbU U OJvKaii-
LIXM POACTBEHHUKAM OOJIbHBIX C JOKa3aHHOU reHETUYECKHU 1eTePMEHUPO-
BaHHO# cdopMmoit AITTK B ciryyae omnpeneneHust y 60JbHOTO I1e(eKTHOIO
reHa, OTBETCTBEHHOTrO 3a pa3Butue 3adoeBanus (C).

VIl. Ctpatugukaumns pucka v npogpunaktmka BCC 67

Kaacce IIT

l.TeneTnueckoe TeCTUpPOBAHKME HE TTOKA3aHO MAMEHTAM TIPU HAIUYUK
TonbKo 1 Manoro kputepust AJITTK cornacHo MexayHaponHbeiM Kputepusim
B Mogudukamuu 2010 romga (C).

310pOBble HOCUTENU Ae(PEKTHBIX TEHOB HE TPEOYIOT CrielnGpUIecKoro
NpoPUIAKTUUECKOTO JIeUeHUs. DTa KaTeropus JUI OyIeT HYKIaThCd B
peryJsipHOM CKPUMHUHTOBOM OOCJIEA0BAHUH C LIeJIbIO paHHEH TMarHOCTUKHU
6eccumnToMHbIX 2ZKA, BKIIIOUYAIOIIEM B ce0s1 TIAaTeIbHbI COOp aHaMHe3a U
reHeaJornYeCcKUii aHaIu3 TIPpY TeHeTUYECKU e TEPMUHUPOBAHHBIX (popMax
AITITXK, peructpanuto DKI B 12 otBeneHusix, mposeaeHue XM-9KI', ana-
JIM3a TIO3THMX TTOTCHIINAJIOB KeJyI0IKOB, IIPOOBI ¢ (DU3MUECKOI HATPy3-
Kol 1 TpaHcTopakaabHoi DXO-KI [191, 200].

Cmpamugurxauus pucka

ITaTorHOMOHUYHBIMM KIMHUYECKUMU TTposiBIeHUsIMU AIITTK saBsitoTcest
KA, Bapbupyioinue ot oguHouHoi 2KD 1o ycroituuoit KT u @K, npuso-
asimeit K BCC. TlocnenHsisi, B CBOIO ouepeb, MOXET ObITh MEPBbIM U €IMH-
CTBEHHBIM KJIIMHUYECKUM ITpOsIBIeHEeM 3Toro 3aboneBanus [191]. Hanbonee
yacTo BcTpevaroiumucs cumnromamu AJITTK sBnsroTcsa taxukapaus u/
WM olnyleHus cepauedueHus, cukorne u BCC, kotopble HabmoAal0TCs B
27,26 1 23% ciydaeB cooTBeTCTBEHHO [191—194]. @K siBiisieTcss MexaHU3-
MoM MrHoBeHHoIT BCC y mononpix 6oabHbIX ¢ AIITTXK, KoTopble 10 3TOr0
SBJISLIUCH ACUMIOTOMHBIMU. Y OOJIbHBIX C IJIUTENbHBIM aHaMHe30M AJITTK
0oJiee BepOsSITHA BO3MOXKHOCTb PETUCTPALIMU YCTOMUMBBIX MOHOMOP(MHBIX
remoauHamuuecku ctadbuiabHbix KT [193]. TIporpeccupoBaHue 3aboieBa-
HUS MOXET IPOSIBIISITHCSI KITMHUIECKUMK CUMITTOMAaMU OMBEHTPUKYJISIPHOM
CEpPIACYHOM HETOCTAaTOUYHOCTH.

KA ¢ mopdonorueit kommiekcoB QRS o Tuny BJIHIIT siBasitores otaum-
yutelbHOI ocobeHHOCThI0 A/IIT2K 1 ykaspiBaeT Ha mpaBOXKeEyI0UKOBbII
XapakTep apuT™Muid. Y namueHToB ¢ auddy3abimu dopmamu AITTXK moxeT
HabJII01aThCs HECKOIbKO Mopdosornuyeckux kjiaccon 2KA [191—-194].

BCC aBnsieTcs OCHOBHOM TIPUYMHON CMEPTU TIPU TaHHOM MaTOJIOTUN U
0,08—9,0% 6ombHbIX ¢ AIIITXK B rOm ymupatot BHe3amHo [191, 194, 199—-201].
OtHocutenpHO YacTo BCC y 60ombHBIX ¢ AIIIT2K pa3BuBaeTcs npu huzmae-
CKoOi1 Harpy3ke, u yactota BctpedaeMoctu AJITT2K cpenu BHe3armHo ymep-
IINX CIOpTCMeHOB nocturaeT 25% [191].

PeTpocrieKTHBHBIN KIMHUYECKWI 1 TTATOMOP(hOIOTUISCKUI aHAIN3 CBH -
JIeTebCTBYET, YTO KpOMe OCHOBHBIX (hakTopoB pucka BCC (ykazaHue B
aHaMHe3e Ha 3TH30] CepACcTHOIO apecTa, HaJuuie CUHKOMNAIbHBIX COCTO-
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STHUH, anr301bl ycToiuuBoil ZKT) KinHUYecKoe 3HaYeHe B JTaHHOM KaTe-
TOpuU OOJBHBIX MOTYT UMETh. MOJIOIONM BO3PACT, OTSITOIIEHHBIA ceMeii-
HBIIl aHAMHe3, 3aHATUS MPOGhEeCCUOHAIBHBIM CIIOPTOM, COKpaTUTEIbHAs
JTUCOYHKIUS MPaBOro XKeayaouyka, BOBJIeUEHHE B MAaTOJOTMYECKUI TIPO-
Iecc JIEBOTO KeIyIouKa, TUCIIePCHs IIMTeIbHOCTH KoMIriekca QRS>40
MC, HapylleHUs penojsipudaluu B rpynHbix otseaeHusx OKI' [199, 200].
OnHako, MPOrHOCTUYECKAs 3HAYMMOCTh KaXK0TO 13 BbILIENEePEeYrCAESHHbIX
(hakTOpOB M X KOMOMHALINS YETKO He orpeaeneHa. B 2011 roxy Ha ocHO-
BaHUU pe3yJibTaToB 10-JIeTHEro HaOII0IeHUST 3a TPYIIIION, COCTOSIILEH 13 96
6osbHBIX AJITTK, OpUTO TOKa3aHo, YTO MpUcoenruHeHue nucdyHkimm JIK k
npencyuectBytoieit nuchynkiuu [2K saBisioch HanboJiee HeGIaronpusIT-
HBIM MMPOTHOCTUYECKUM (haKTOPOM B OTHOIIIEHUM UX BbIKMBaeMocTH [191].

Pekomendayuu no npogpuraxkmuxe BCC

Kaace 1

1.Ummnanrauns UK/ mokazana mis npodpunaktuku BCC mamyeHTam ¢
yCcTaHOBJAEHHBIM nuardHo3oM AJITT2K, nmpu Hanuymum noka3aHHON yCTONYM-
Boit KT mmum srmmzoma XK (ocHOBHBIE (haKTOPHI pHUCKa), UMEIOIIIM XOPO-
it PYyHKIIMOHATBHBIN CTaTyC*, TIPU YCIIOBUM OKUIAEMOM ITPOIOIIKATEITb-
HocTHu ku3Hu obonee 1 roga (B).

Kaacc Ila

1.Mmmmantanmst MK moskeT 661Th abdexkTrBHa 1151 poprtakTiku BCCy
nanyeHToB ¢ TsSeKkEnbiMu hopmamu ALK, nMeronmM Takue (hakTophbl prucka
Kak BOBJIeUeHHe B nartojorudeckuii npouecc JIZK, cemeiinbiit anHamHe3 BCCy
OIHOTO 1 00JIee WICHOB CeMbH (MJTM HAJIMIKME Y WICHOB CEMbH SITM30I0B CUH-
KOIIe HeSICHOM 3TUOJIOrMH, B citydasix, Koraa KT v ®2K He ObUT MCKITIOYEHBI
KaK MpUYMHA CUHKOIIE), UMEIOLINUX XOPOLINi (DYHKIMOHAIbHBIN cTaTyC, pU
YCJIOBUY OXMAAEMOI TIPOAOKUTEbHOCTY Xu3HM 6osiee 1 roma (C).

2.AMUOIAPOH WY COTATOJ MOKET ObITh 3(P(EKTUBEH 1151 ICUEHUST YCTOM -
yuoii KT nim @K (ocHOBHBIE hakTOpHI prcka) y rmaireHToB ¢ AJITTK ipu
HEBO3MOXHOCTH WM HelelrecooopasHoctr nmrutaHTarum MK/ (C).

3.PannoyacToTHas KaTeTepHas abJslus 1iejJecoodpa3Ha B KauyecTBe
JOTMOJTHUTEBHOTO MeToa ieueHus naureHToB ¢ AIITK, y KoTopbix nume-
1oTcs perauBsl yeroitumBoil KT, Hecmotpst Ha mpoBoaumyto AAT (C).

Kaacc I1b

1.9HnokapauanbHoe DP U MoXeT TPOBOAUTHCS Y TTAIIMEHTOB C yCTAHOB-
JeHHbIM muarHo3oM AITTXK msa crpatuduxkannu pucka BCC, a Takxke mis
oueHkM apPpektuBHocT AAT (C).

* — 0 METOIMKAX MIPOBENCHMUS OLIEHKY (DYHKIIMOHATBHOTO CTATyCa BbI MOKETE TPOYNTATH HA
caiire http://www.chcr.brown.edu/pcoc/functi.htm.

VIl. Ctpatugukaumns pucka v npogpunaktmka BCC 69

VILS. BCC npu cungpome WPW

Cunapom WPW — 310 couyetanue DKI-peHoMeHa, MILTIOCTPUPYIOLLIETO
MpenBO30YXAEHNE XKETYIOYKOB cepAlia M0 JONOTHUTEIbHOMY (aHOMaJlb-
HOMY) aTpUOBEHTPUKYJIIpHOMY coenuHeHUIO (JJABC) 1 mapokcu3ManbHO
aTPUOBEHTPUKYJIIPHOU peIUNPOKHOM (pe-eHTpH) Taxukapauu (ABPT), Bo3-
HUKaIOIIe! B pe3ysibTaTe peau3alii MexaHu3Ma IMTOBTOPHOIO BXO/a dJIeK-
TPUYECKOTO BO3OYXKIEHUS CTPYKTYPHBIMU COCTaBIISIIOIIIMMU KOMITIOHEHTaMU,
KOTOPOTO SIBJISIIOTCS BPOXKICHHOE T00AaBOYHOE aTPUOBEHTPUKYIISIPHOE COE-
IWHEHNEe, HOpMaJIbHOE aTpMOBCHTPUKYIIsIpHOEe coennHeHne (ABC), muo-
KapJ npeacepauit u xxeaynoukosn [202—204].

O (benomeHe WPW roBopsIT B TOM Cllydyae, €CJIM y MalMeHTa Ha (poHe CUHY-
COBOTO puTMa Ha TToBepxHOCTHOI DKI" nMeloTcst mpu3HaKu aHTEPOTrPagHOTO
(ot mpencepaus K xkenynoukam) nposeneHus mo JABC (mpenBo30oyxneHue
JKEJIyIOYKOB), HO B aHAMHe3¢e HeT YKa3aHW Ha KIMHUYECKHE TIPOSIBJICHUS
wm ¢akt Bepudukanuu ABPT na OKI [202, 203].

Tepmun cunnpom WPW oTHOCUTCS M K MallMEHTaM, Y KOTOPbIX Mpe-
BO30YXIEHUE XKEJIyIOUKOB COYETAETCSI ¢ MHONM CHMMIITOMAaTUYECKOM Taxu-
Kapaueit, ornmnaHoit ot ABPT, HanpuMep — ¢pubdpwuisyeit uim Tpernera-
HueM Tpeacepanii [202—204].

[To maHHBIM pa3IMYHBIX ABTOPOB pacpocTpaHeHHOCTh cuHIpoMa WPW B
o6uieit momysituu coctasisiet 0,1—0,3% [202—205].

Cpenu manneHToB ¢ cuHapomoM WPW puck BCC B TeueHue 3—10 net
cocrasistet oT 0,15 10 0,39%, uTO BhILIE OOIIEenOMyIstMoHHOro pucka BCC
[202—204, 211, 212]. Hepenko cepaeyHblii apecT SIBISIETCS MePBbIM KIUHU-
YeCKUM CUMIITOMOM cuHapoma WPW.

K ocnosnvim paxkTopam pucka BCC y maimeHToB ¢ cMHAPOMOM,/ heHo-
MmeHoM WPW (B nmopsiike yMeHbIIIEHUST UX 3HAYMMOCTH ) OTHOCSITCS: T30/,
GubpwLIssLMKY Opeacepauil ¢ BeanunHoi uHtepBanta RR 260 Mc u MeHee
Ha (hoHe aHTeporpaaHoro nposeaeHus no JJIABC, Haiuuyre cMHKONaIbHbIX
COCTOSIHUIA B aHaMHe3€e, CTPYKTYpHasI MaTOJIOTUsI Cep/iiia, CEMEUHBII aHaM-
He3 cunapoma WPW u BCC, BennumHa aHTepOrpagHoro pedpakTepHOro
nepuoga JABC menbiie 270 mc [204, 207, 208, 211-213].

Cmpamugurayus pucka

AnroputMm ctpatudukanum pucka BCC npencrasieH B Tadauie VIS, 1.
OH OCHOBAaH Ha BBISIBICHUM OCHOBHBIX (PaKTOPOB PHCKa BO3HUKHOBEHUS
BCC y nauuenrtoB ¢ cunapomom WPW [204, 208, 210]. [TocnenoBaTeabHast
peau3alnys TaHHOTO aJITOPUTMA MO3BOJIUT ONPEACIUTh ITepedeHb MEPOTPH--
SITUI, HEOOXOMMMBIX JIJIsI TIPOBENCHUS TIEPBUYHON/BTOPUIHOI MTpodrak-
Tk BCC B KaXXIIOM KOHKPETHOM KIIMHUIECKOM CITydac.
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Tabnuua VII.5.1
Crpatudmkaums pucka BCC y naumeHToB ¢ cunapomom WPW

1. EcTb nv npusHaku npengo36yxaeHns Ha OKI
[a Het
CM. nyHKT 2
2. ECTb nu cuMnToMaTyeckast Taxukapaust Munm cuHKonarbHble COCTOSHUS B aHaMHE3e
[a Het
3H003®U n PYA JABC CM. NyHKT 2
2. Ectb nn cemeiHbIn aHamHes cuigpoma WPW n BCC
Ha Her
OHOo3%U n PYA JABC CM. nyHKT 3
3. EcTb 1 CTpyKTypHas natonorvs cepaua
[a Het
3Hpo3oU n PYA OABC CMm. nyHKT 4
4. MNpenBo3byxaeHue xenyno4koB acMnTOMHO
Cm. pekomeHdayuu o npoghunakmuke BCC

[Mpu crpatudukauuu pucka BCC y gaHHOI KaTeropuu MalueHTOB,
OCHOBHOM 3a1aueil SIBJISIeTCS BBISIBIICHUE KIMHUYECKUX IPU3HAKOB (0CHO8-
Hbix (DaKTOPOB pUCKA M MX COYETAHMsSI), aCCOLMUPOBAHHBIX C BBICOKUM
puckoM pa3putust BCC. B koHeuHOM uTOre, 3TO OyAEeT ONpeneasiTh mocie-
IOBaTEeILHOCTh MeponpusiThii 1o npodurakruke BCC.

Pexomenoayuu no npoghunaxmuxe BCC

Kaace I

1.BonbHBIM ¢ TpU3HaKaMU MpeaBo30yXaeHus xKeaynoukoB Ha DKI', mepe-
HECIIIMM CePICYHBIN apecT, HEOObSICHIMbIE 0OMOPOKHU (OCHOBHBIE (haKTOPHI
pucKa) WJIM CUMOTOMATUUYHYIO TaxMKapAUIO Moka3aHo npoBeaeHue PYA
OABC (B).

2.ITauuenTam ¢ pubpuIsLIMeit nmpeacepauii (MM Ipyroi npeacepaHoi
TaxuKapauei), COmpoBOXKIAIOIIEeHCsS BLICOKOYACTOTHOM aKTUBALIMEN MUO-
Kapja keaymnoukoB (BeamumHoi mHTepBaja RR 260 Mc 1 meHee Ha doHe
aHteporpamgHoro rnposeneHus o JJABC — ocHoBHoii (hakTop pucka BCC),
noka3aHo nposeaeHue PYA (B).

3.¥Y naumeHToB ¢ cuHapoMoM WPW, nMeromuM oCHOBHBIE (haKTOPHI
pUCKa ¥ KOTOPBIE MPEANIOYUTAIOT MEAUKAMEHTO3HYIO TEPAIIUAIO NTPOBEE-
Huto PYA, cpeactBamu Beibopa sBisttores AAIT I kitacca unu amuogapoH
(©

4.TlpencTtaBuTeNsIM PUCKOBBIX TTpodeccuit (IMMIOTHI CaMOJICTOB, BOIU-
TeJr 00IEeCTBEHHOrO TPAaHCIIOPTa, CIIOPTCMEHBI) Y KOTOPBIX IMArHOCTUPY-
ercs cuHnpoM/dpernoMmed WPW BHe 3aBUCHMMOCTH OT HAJTUIUSI CUMIITOMOB U
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BesuuuHbl aHTeporpanHoro OPIT JJABC noka3ano nposeneHue PYA JIABC
JIaxe MPU OTCYTCTBUU OCHOBHBIX (pakTopoB pucka BCC (B).

5.IMaumnentsl ¢ ¢peHomeHomM WPW, y kotopbix aHTeporpanHbiii DPIT
JTABC menee 270 mc noka3aHo npoBeneHue PYA JIABC (ocHoBHOIi (hak-
Top pucka) (B).

Kaacce Ila

1.ITarmenTaM ¢ TIpU3HAKaMU MIPEIBO30YKICHUS KeaymoukoB Ha DKIT,
OTCYTCTBMEM OCHOBHBIX (PAKTOPOB prcKa (yKazaHusl B aHAMHE3€ Ha CUM-
NTOMaTUYHYIO TaXUKapIUIO, CUHKOIIE, ceMeliHbiil aHaMHe3 BCC, Hannune
CTPYKTYPHOIi MaTOJIOTUU ceplla, BeauynHa aHTeporpagHoro DPIT JJABC
6osiee 270 Mc) mokazaHo IMHAMMUYecKoe HabmoaeHue kapauoaorom (C).

2.ITauueHTaM ¢ mpu3HaKaMU MPeaBo30yKaeHUs keayaoukoB Ha DKIT,
OTCYTCTBHEM B aHAMHe3¢ YKa3aHHMI Ha CUMIITOMATUIHYIO TaXUKAPIWIO, CUH-
KoITe, ceMeliHbIi aHaMHe3 BCC, Hamu4are cTpyKTYPHOM ATOJIOTUHY CepAlia,
Yy KOTOpBIX BemunHa aHTteporpagHoro DPIT JIABC 6oee 270 Mc He TTOKa-
3aHo HazHaueHue AAII (C).

Kaacc ITb

1.Y nauueHToB ¢ peHoMeHOM WPW, y KOTOpBIX BeIMUMHA aHTEepOrpa-
Horo OPIT JABC npesbiiaet 270 mc, Bo3amoxkHo npoeaeHust PYA (C).

Kaacce ITT

1.ITaumentam ¢ cuaapomoM/peHomeHoM WPW mpoTuBoIoka3zaHo
Ha3HaYeHMe TUTOKCHHa, beTa-01okaTopoB, Bepanmamuiaa u ATO (C).

VIL.6. BCC npu nopokax KjJIanaHoB cepana
VII1.6.A. BCC npu epostcoennvix nopokax cepoua

Cmpamugurauyus pucka

Bpoxaennsie nopoku cepaua (BIIC) npeacrapisioT coboit MHOrooopas-
HBII CIEKTp aHATOMMUYECKUX 1 (DU3NOJOTUISCKUX Ne(HEKTOB C pa3TuIHbIMU
BapUaHTaMU KIMHUYECKOTO TeUeHUs 3a001eBaHMs. PUCK pa3BUTHS apUTMUiA
Ha ITpeJI- ¥ TI0CJIeONepalliOHHOM 3TallaX XU PYypPrudecKoil KOPPEKIIMY ITOPOKa,
npennosaraeT Bo3aMoxxHOCTs BCC. Oco0eHHOCTh COCTOMT B TOM, UTO OoJee
75% MiageHYecKuX 1 AeTcKux cMepteit ot BITC mpoucxomut B cTalimoHape,
OOJIBIIIMHCTBO U3 KOTOPBIX — B X0/ orepanuii. OcTaabHbIe CMEPTH TTPOUC-
XONISIT BHE CTallMOHapa WX B peaHWMAallMOHHBIX OTIEJICHUSIX B pe3ysibTaTe
JIPYTUX BPOKIEHHBIX aHOMAJIMIA pa3BUTUS WIIM cericuca. Y OOJIbHBIX, ONIEPU-
poBaHHBIX 1o noBoay BITC B Bo3pacte crapiie 20 j1eT, oTMeuyaeTcs Iporpec-
cupytoiee yBeanueHne yactotsl BCC 1 cepneyHo-coCcyaucToi CMEPTHOCTH.

C BoicokuM puckoM BCC B oTmaJeHHOM IIepUOIEe aCCOMUUPYIOTCS
5 tunos BIIC: terpaga ®@anno, D- u L-TpaHcmmo3nmuss MarucTpalb-
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HBIX apTepuii, CTEHO3 aopThl M (DYHKIIMOHAJIBHO €IWHCTBEHHBIN XeJy-
modek. Hambompllee KOTUIECTBO TaHHBIX 0 yacTtoTe pa3Butus BCC
npu BIIC npuxonsTcs Ha nanueHToB ¢ TeTpanoii @amno. B o6s13aTenb-
HOM TOPSIJIKE OMePUPOBAHHBIM 00TbHBIM ¢ anu3onamu BCC B aHaMHe3e
IOJIKHBI BBITIOJTHSTHCS KaK MHBA3UBHOE MCCEeI0BaHNE TeMOTMHAMUKM,
Tak ¥ 3HT0DDU. TTosnoxurtenbHble pe3ynabTaThl 3HTI0D MU, BHE3aBUCH -
MOCTH OT KJIMHUYECKOTO CTaTyca MaieHTa, IO3BOJISIIOT BEISIBUTH 00JIh-
HBIX ¢ BbIcOKMM puckoM BCC B oTnaseHHOM rnepuojie mocie Xupypru-
YeCKOM KOPPEKIMHU MTOPOKa.

Haubonee pacripocTpaHeHHAsI BPOXKISHHAS aHOMAaJTHsI Pa3BUTHUSI KOPO-
HapHBIX apTepuil, cBsi3aHHasi ¢ BLICOKMM puckom BCC B mMonomom Bo3-
pacrte, — 3TO OTXOXIEHUE JIEBOW KOPOHAPHOW apTepuU U3 MPaBOro CUHYCa
BanbcanbBa. INpennonaraempimu Mmexanusmamu BCC gaBustioTcst nu6o
OCTpast aHTYJISILIUS YCThsl KOPOHAPHOM apTepuu 1 Kak CJIeICTBUE €€ Mepe-
ru6, 1160 KOMIIpecCHs JIeBOI KOPOHAPHOI apTeprH, TIPUBOASIINE K pa3-
BUTUIO OCTPOI MILIEMUM MUOKapia ¢ mociaenytomuM passutueM KT uiu
®XK. InarHo3 ycraHaBiauBaeTcs B xoae KAT 1 cIy:XKUT moKa3aHWEM K IIPO-
BEIEHUIO XUPYPTUUECKON peBacKyIsIpU3allni MIOKap/a.

Cyl1iecTByeT OrpaHMYEHHOE KOJIMYECTBO IKCIIEPUMEHTAIbHBIX TaHHBIX,
Ha OCHOBAaHMU KOTOPBIX MOXHO ObUIO ObI PEKOMEH0BATh OMPEACIEHHYIO
TaKTUKY BelIEeHUsT OOJbHBIX C 3TUMU 3a00JeBaHUSIMU. JleueHre HEOTIOX-
HBIX COCTOSIHUI, Pa3BMBIIMXCSI B paMKaXx OCHOBHOTO 3a00JieBaHUsI, KOTO-
pOE OTHOCUTCS K 3TOMY Pa3eily, OCYIIEeCTBISIETCS 0e3 KAKMX-TH0O0 CITeIIM -
(prueckmx ocoOEHHOCTE.

Pexomendavuuu no npogpusaxkmurxe BCC

Kaacc I

1.Mmmnanranus MK/ mpoBoauTcst mauMeHTaM ¢ BPOXKIAEHHBIM TOPOKOM
cepaua (BITC), mepeHecM cepaedHbIit apecT (OCHOBHOM (haKTOp pucKa
BCC), ecnu npuunHa 3a00JieBaHUS YCTAHOBJIEHA B XOe 00CIeI0BaHUST U
ObUIM UCKIIIOYEHBI MHbIE 0OpaTuMble TpuuuHbl. MMmiantauus MK npo-
BOIUTCS TTAIIMEHTAM C XOPOIITUM (DYHKIIMOHAJIBHBIM CTaTyCOM™, TTOJTyJaro-
LIMM JUTUTEJbHYIO ONTUMAJIbHYIO JIEKAPCTBEHHYIO Tepanuio U UMEIOIINM
0JIaroNpUSITHBIN MPOTHO3 BBKMBAHUS B TeueHUe rona u ooee (B).

2.bonvhbiM ¢ BITC u crionTanHoit ycroiunBoit 2KT (ocHOBHOI (hakTop
pucka BCC) nokazaHo NpoBeAeHWe MHBA3UBHOTO MCCJEeN0BaHUs Mapa-
METpPOB BHYTpHUCEPICUHOU reMoauHaMuK 1 SHT0DDU. PekomeHnyeMbIe
METO/IbI TEPATNIMU — KaTeTepHast aOisALs Win Xxupyprudeckoe nedeHue 2KT.

* — 0 METOIMKAX MPOBEICHMs OLIEHKH (PyHKIIMOHATLHOTO CTATyCa Bbl MOXKETE TPOYUTATh Ha
caiire http://www.chcr.brown.edu/pcoc/functi.htm.
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Ecnu ykazanHbie MeTobl HeA(POEKTUBHBI, TO PEKOMEHAYETCS UMIUIaHTa-
s UK (C).

Kaace Ila

1.iHBa3uBHYIO OLIEHKY ITapaMeTPOB BHYTPUCEPACUYHOI TeMOIMHAMUKH
n 3HI0DDPU 1enecoodbpasHo mpoBoauTh ManueHTaMm ¢ BITC, nMmerommum
ocHoBHBIE (hakTopsl pucka BCC — ykazaHusi B aHaMHe3¢ Ha HEOObSICHU -
MblI€ 3MU30/Ibl CUHKOIE U HapyIllIeHWe COKPAaTUTEIbHOM (PYHKIIMU XKeJTy-
JIOYKOB.

2.B oTcyTcTBUE OTIpEeIeHHOM 1 TTOTEHIIMATbHO KOPPUTUPYEMOU TTPU -
YUHBI CEPAEYHOro apecTa (OCHOBHOM (hakTop prcka) umraantanus MK
1esiecoobpa3Ha MalMeHTaM ¢ XOpoIUM (DYHKIIMOHATBbHBIM CTaTyCOM™,
MOJIyYaIoUUM JUTUTEIbHYIO ONTUMAIBHYIO JTEKAPCTBEHHYIO Tepanuio 1
MMEIONINX OJJaroNpUsITHBIN MPOTHO3 [IJIT BBIKMBAHUSI B TEUSHKE rona 1
6oiee (B).

Kaacc IIb

1.ITpoBeneHne sHIODPU MoxeT obcyxnaThes y nanueHToB ¢ BIIC u
MapHBIMHA XeJyI0UYKOBBIMU 3KcTpacuctoiaamMu (KD) mnm HXKT mra onpe-
IeJIeHUST prucka Bo3HUKHOBeHUs ycrorunBoit KT (C).

Kaace I

1.Haznauenue npodunakrnuyeckoit AAT He moka3aHO y OOJBHBIX ¢ Oec-
cumitoMHbIM BITC n equamassiMu KD (C).

VIIL.6.b. BCC npu npuoopemeHnHnbix nopokax cepoua

Cmpamugurayus pucka

B HacTosIIee BpeMsT OTCYTCTBYIOT JaHHBIC, CBUACTEIBCTBYIOIINE O TOM,
YTO IJJACTUKA WU MPOTe3UpPOBaHNE MUTPAIbHOTO KjallaHa yYMEHbIIAOT
KomuecTBO KA y MallMeHToB ¢ KJIalmaHHBIMU TTopokaMmu cepaua. [Toaromy
OlIEHKA KJIMHNYECKOTO COCTOSTHHS 3TOU KaTerOpHWH IMaIllMeHTOB U UX JieUe-
HUE MPOBOJSATCS HA OCHOBAHUM CYILECTBYIOLIMX PEKOMEHIALMMI 1T KaxK-
JI0TO U3 3a00JI€BaHUM.

Pexomenoauyuu no npogpuraxmuxe BCC

Kaacc 1

1. KimmHngeckast oIieHKa COCTOSTHUST OOJIBHBIX ¢ KJTaTTaHHBIMU ITOPOKAMK
cepaia u KA, a Takke BbIOOp TAKTUKU UX JICYSHUSI TOJKEH OCYILECTBIISITHCS
Ha OCHOBaHUM CYIIECTBYIOIIMX B HACTOSIIICE BpeMsI peKOMEHIAIINI 10 T1a-
THOCTHUKE U JICYCHUTO TTOPOKOB CEPAIIa ¥ BHISIBIICHUN OCHOBHBIX M BTOPOCTE-
neHHbIX (pakTopoB pucka BCC (C).

* — 0 METOZIMKAX MPOBEICHHUSI OLEHKU (PYHKIIMOHAIBHOTO CTaTyca Bbl MOXETE MPOYUTATh Ha
caiite http://www.chcr.brown.edu/pcoc/functi.htm.
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Kaacc ITb

1.ITo3uTBHOE 3HAYEHUE TUIACTUKU WU MPOTE3UPOBAHUSI MUTPAJIb-
HOTO KJIalaHa y MallMeHTOB C MPOJACOM MUTPAIIBHOTO KJIarnaHa, TSKeJIon
MUTPAJIbHOU peryprutanueii, COYeTaencs ¢ reMOAMHAMUYECKA 3HAYM-
MbIMU KA (0CHOBHOI# hakTop prcka) B oTHoUIeHUU npodunaktTuku BCC
He sBysgeTcs nokazaHHbIMU (C).

VIL.7. BCC npu MeTad01u4ecKNX 1 BOCHATUTEIbHbIX
3a00J1eBAaHUSIX

VIL7.A. Cmpamugpuxayusa pucka u npogpunaxmuxa BCC
Y RAYUEHMO8 ¢ MUOKAPOUMOM U UHPEKUUOHHBIM IHOOKAPOUNIOM

Muoxapoum

MuokapauT — opaxkeHre CepAeUHOM MBIIIIBI PEUMYIIIECTBEHHO BOC-
MAJIUTEILHOTO XapaKTepa, 00yCI0BICHHOE HETTOCPEICTBEHHBIM MJIH OTIOCpEe-
JIOBAaHHBIM Yepe3 MMMYHHBIE MeXaHU3MbI BO3JIeiCTBEM MH(EKITNHY, TTapa-
3UTAPHON MU TIPOTO30MHOI MHBA3UU, XUMUUYECKUX WY (PU3NIECKUX (haK-
TOPOB, a TAKXe MOPaKeHUsI, BOZHUKAIOIIIKME TP aJUIEPTUUECKUX U ayTOUM-
MYHHBIX 3a001eBaHMsIX [214].

HawubGosee yacTbiM 3THOIOTMUECKUM (DAKTOPOM, 00YCJIaBIMBAIOIIIM Pa3-
BUTHE MUOKapauTa 6osiee yeM B 60% ciryuaes, sIBIsIETCS] BUpyCHast MH(EK-
1us [215]. B eBponeiicKoii MOmyasiliii CaMbIM YaCTbIM BUDYCHBIM TEHOMOM,
OIpeNeIISTIIOINMCS B OMOITaTax MUOKapa, SBisieTcss mapBoBupyc B-19 u
BHpYC Teprieca yejoBeka — 6 [216]. M3 GakTepralibHbIX areHTOB HAauOO b~
1ee 3HaueHWe B MOCIEAHUE TONbI TPUOOPETAIOT BHYTPUKIIETOUHBIE BO3-
oynutenu (pon Chlamidia) [218]. Cpenu Apyrux Npu4YUH BBIIESIOT MpPsi-
MOE€ 1 OTIOCPEIOBAHHOE BO3MEICTBME TOKCUUECKUX BEIIECTB, B TOM UKCIIE
JIEKapCTB, AJIJIepruYecKre U ayTOMMMYHHbBIE PEaKIIUU Y JIUII C CUCTEMHBIMU
3a00JIeBaHUSIMM (KOJUTAT€HO3bI, OIYXOJIM, CAPKOUI03, HeCTICIM(DUISCKUIA
SI3BEHHBIN KonuT) [214, 217, 219].

BcTpewaemocts MuOKapanTa B pa3nuyHbIX crpaHax EBporibl paznuyaercs
B pa3bl ¥ Kojiebsercs ot 0,12% no 12% [215, 216]. B kapanosornyeckux cra-
LIMOHapax IMarHo3 MMOKapaUTa BbICTaBIIsIETCsI MeHee ueM B 1% citydaes, B TO
3Ke BpeMsI 110 JaHHBIM ayTOICUU €ro MPU3HAKK BhISIBIsSIIOTCS B 3—9% [218].

Pe3ynbrarel ceKinm BHE3AMHO YMEPIIIUX JTI0/Iel 0OHAapYyXX1BaloT MOpdo-
JIoTMYecKre Mapkepbl MUoKapauTta B 8,6% ciydaes [219], a y nuil Monoxe
40 net — B 12% cnyuaes [220]. [1o HEKOTOPBIM AaHHBIM, MUOKAPIUT SIBJISI-
eTcs Belyllleil MPUYMHOI BHE3aMMHOW cMepTU y AeTei [8].

HenocpencrBeHHbiM MexaHn3MoM BCC y 00JIbHBIX MUOKAPIUTOM SIBJISI-
FOTCsI CTOMKME HapyIIeHWsI pUTMa /WU IIPOBOAMMOCTH, KOTOPBIE 1O TaH-

VIl. Ctpatugukaumns pucka v npogpunaktmka BCC 75

HBIM sruaeMuoaorndeckoro ucciaegosanus ESETCID, npoBeneHHoOro B
EBpone, peructpupyiores B 18% ciaydaes [221]. [1pu aToM TipociexxuBaeTcst
CBSI3b MEXKIY YaCTOTOM 1 TSDKECTHIO Pa3BUTHS HapYIICHHI puT™Ma 1 MOpdO-
JIOTMYECKUM BapMaHTOM MMOKapaWTa, B YaCTHOCTU HauOOJIbIIasi BhIpaXKeH-
HOCTb apUTMHUYECKOTO CUHPOMa XapaKTepHa TS TMTAHTOKJIETOYHOTO MHO-
kapauta. I[1o maHHBIM Apyroro nccienoBanus [222, 223], okomo 5% ciaydyaes
MMOKapaUTa NeOI0TUPYIOT Pa3BUTUEM XKeJTyI0UKOBOU TaXUKapIAUU.

BwmecTe ¢ TeM, mporHocTrUYecKast pojib pa3TUIHBIX APUTMU, KaK U IPYTUX
KJIMHUKO-MHCTPYMEHTAIbHBIX TaHHBIX, B YyacTHOCTH HU3Koi DB, B MaHu-
¢ecTHOM Meproae MUOKApIUTa 10 HACTOSIIIIETO BpEMEHU HE YCTaHOBJICHA.
Bo mHoTHX Cityuasix Ha hoHE aIeKBATHOM Teparuy HACTYIIAET MOJTHOE NCYE3-
HOBEHME MOTOOHBIX CUMIITOMOB [218].

B cBs13u ¢ aTuM pekoMeHnaiuu no npodunaktuke BCCy 601bHBIX MUO-
KapInuTOM MMEIOT KpaliHe OrpaHMYEeHHBIN XapaKTep, B OCHOBHOM OTHO-
cATCsl K OCTpOMY Tiepuony 3aboseBaHus. st MeMMKaMeHTO3HOM Tepanuu
KETYI0YKOBBIX TAXUAPUTMU I 2 (PEKTUBHO HA3HAYEHUE amMmruoAapoHa [224].
Ycranoska BpemeHHoro DKC B ocTpoii (paze MyUoKapauTa mokasaHa Ipu
BO3HUKHOBEHUY FeMOIMHAMUYECKN 3HAYMMBIX OpaIrapUTMUI, TOTIa KaK
Borpoc 06 nmrutanTanny MK B aToT mepuom He paccmaTpuBaeTcs. Bmecte
C TeM, B boJiee TIO3IHME CPOKH, Koraa Ha ¢oHe agekBaTHol AAT coxpaHsi-
JOTCSI YCTOWYMBBIE TEMOAMHAMWYECKY 3HAUMMBIE XETyTOUKOBbIE HapyIile-
HUSI pUTMa Cep/la, a MPOTHO3 /TSI XKU3HU MallueHTa 01aronpusiTeH B Teue-
HME KaK MUHMMYM KajleHaapHoro roga, uMmriantauus MK moxer ObITh
peKOMeHI0BaHa.

Hnpexyuonnwiii sandokapoum

NudexkumonHbIN 3HT0KapauT (M3D) — BocnaauTeIbHOE TTopaXkKeHHE Kila-
MaHHBIX CTPYKTYpP, MPUCTEHOYHOIO PHAOKAPIA, SHAOTEJIUSI B 30HE BPOX-
IEHHOTO TTOPOKa MarucTpPabHEBIX COCYIOB, OOYCIOBICHHOE TIPSIMBIM BHE-
IpeHUEM BO30YIUTEIISI U TIPOTeKalollee Yallie BCETro Mo TUITY CEIICHca OCTPO
WJIN TIOJOCTPO C LUPKYJISIUMEN BO3OYIUTENST B KPOBU, TPOMOOSIMOOIUSIMU,
MMMYHOITATOJIOTHICCKUMI N3MECHEHUSIMHA M OCTIOXKHEHUSIMU [225].

OcHOBHBIMU BO30ynuTeasiMu D B mocienHue aecaTUIeTUs SIBISIIOTCS
CcTaMIIOKOKK, CTPEIITOKOKK W SHTEPOKOKK, KOTOPBIE BBIICIISIOTCS Y TTOHA-
BJISTIOILIETO OOJIBLIIMHCTBA OOJIBHBIX C ITOJIOKUTEIBHOM FeMOKYJIbTYpOii [226,
227]. IpocaexuBaeTcst CBI3b MEXIY STUOJOTMYECKUM (DaKTOPOM U Bapu-
aHTOM TeueHus 3adosieBaHus. Tak, Mpu MoaoctpoM teueHun MO ocHOB-
HBIM BO30YIUTEIEM SIBJISTIOTCS pa3IMUHbIC BUABI Streptococcus, B TO BpeMst
Kak ocTpoe TeueHue MO Haubosee 4acTo aCCOLMUPOBAHO ¢ MH(pEKLIUENH
Staphylococcus [228].
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OcobeHHOCThIO anuaeMuoaorun MO nocienHux JeT siBasieTcs TMosiB-
JleHne 0coObIx (hopm: D y HApKOMAHOB ¢ MPEUMYIIECTBEHHBIM ITOpasKe-
HUeM TpEXCTBOpYATOro KiarnaHa, MO nporesa kianaHa, MO y nalimeHToB ¢
MMITIAHTUPOBAHHBIM 3JIEKTPOKAPINOCTUMYJIITOPOM M OOJTBHBIX, HAXOS -
IIMXCS Ha IMPOrpaMMHOM reMonuanuse, D y peliummeHToB TpaHCIIAHTH -
poBaHHOTrO opraHa [229, 230].

OnHoli n3 BaxXHeWImxX mpobiaeM VD B HacTosIIee BpeMsl CIemyeT IpH-
3HaTh PACTYIILYIO Pe3UCTEHTHOCTb BO30YIUTENeH K Hanbojiee 4acTo Mpume-
HSIEMBIM aHTUOMOTHUKAM, YTO BO MHOTOM OOYC/IaBJIMBaeT BRICOKHE TTOKA3a-
TeJIM CMEPTHOCTH TIPU TaHHOM 3a00JIeBaHUH, TOCTUTAIOIINE JaXKe B TOCITH -
TajabHbIX yeinoBusax 10—26% [231—233]. BoibLIMHCTBO CMepTeil, HACTyMa-
FOIIMX BHE3AITHO, IIPOMCXOMIST ITO IIPUYIMHE OCTPOI CepIeUHON HeoOCTaTOU -
HOCTU BCJICACTBME NECTPYKIIMM KJIaraHa JIM00 Ha (DOHE MOJTHUEHOCHOTO
CEeINTUYECKOTO 1I0Ka, KaK MpaBUJIO, aCCOLIMMPOBAHHOIO ¢ abcueanupoBa-
HUEM KJIAITAaHHOTO KOJIblIa, OMHAKO IO CBOEMY MEXaHW3MY IOTOOHBIE CITY-
yan He MOTyT ObITh oTHeceHbl K BCC [234]. BmecTe ¢ Tem, ¢hopMupoBaHue
abcliecca B 00J1acTu MexcKey1oukoBoii neperopoaku (M2KIT) wiu pacnpo-
CTpaHeHWEe THOMHOTO IIpoliecca ¢ KOJIbIla a0pPTaJIbHOTO KianaHa Ha M2KIT
MOXET MPUBECTHU K pa3pyLICHUIO TPOBOASIIIEN CUCTEMBI ceplia U (popMu-
poBaHuto nojiHoit AB-610kanbl 1 pazsututo BCC [234]. B aToii cBsi3u, pa3-
BuTHe AB-610Kannl y mauueHTa ¢ MI® Bcerna moKHO HACTOPaKMBaTh Ha
HaJIMYMe TAaKOTO TPO3HOTO OCJIOKHEHUSI, KaK a0clLiecc.

Jleuenure 60bHBIX 1D MOIKHO OBITH ITUTEIBHBIM, KOMITIEKCHBIM 1 MHO-
TOKOMIIOHEHTHBIM. Bo Bcex ciyyasx MoJKHA TMPOBOAMTHLCS aHTUMMKPOO-
HasI Teparus ¢ y9eTOM 3THOJIOTHYECKOTo (haKTopa, B OOJIBITMHCTBE CITyIacB
C IpUMEeHEeHHEM KOMOMHAIIUM aHTHUOAKTepUaIbHBIX cpelncTB [231—234].
OCHOBHBIMU HaIlPaBJACHUSIMM JIEYSHHU ST, TOMUMO aHTUOAKTepUabHOM Tepa-
MU, SIBJISTFOTCST TAaKXKe XUPYPrudecKoe JeueHe U 3aMeCTUTEIbHAsS IMMYH-
Has Teparnusl.

Pexomenoayuu no npoghuraxmuxe BCC

Kaace 1

1. I1poBeneHue 3STUOTPOITHOI, TATOTEHETUUECKOM U CUMITTOMAaTUYECKO
Tepanuu B octpoit haze muokapaura (C).

2. Xupyprudyeckasi KOppeKIrsl OCTPOil HEZOCTATOUHOCTH a0PTallb-
HOTro KJamnaHa, accouuupoBaHHoli ¢ KT, npu oTcyTCTBUU NPOTUBOIIO-
kazaHuit (C).

3. Xupypruueckoe JieueHUe OCTPOro dHIOKApIUTa, OCIOXKHEH-
HOTO abCIIeCCOM aopThl WM KJIAIMMAaHHOTO KOJIbIA, aCCOIIMMPOBAHHBIX C
AB-0610Ka/M011, IIpM OTCYTCTBUU ITpoTHBONoKazanuii (C).
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Kaacc Ila

1.Ummnanranus MK moxeT ObITh 3(D(DEeKTUBHOI y TALIMEHTOB C KU3HE-
yrpoxaromumu 2KA (ocHOBHOI haKTop prcKa) BHE OCTPoit ha3bl MUOKap-
JWTA, TIOJIyYaloIIMX IMMOCTOSTHHYIO ONTHUMAJIbHYIO JIEKAPCTBEHHYIO Teparuio
¥ UMEIOIINX OJIaTOIIPUSTHBIN MPOTHO3 VTSI BEDKMBAHUS B TeUCHME | roma u
oonee (C).

2.AAT 1ienecoodbpa3Ha y malleHTOB C HEYCTOMIMBOM 1 yctoitunBoit KT
B ocTpoii ¢paze Muokapauta (C).

Kaace IIT

1.Ummnanraumuu MK/ He mokazaHa B ocTpoit haze muokapaura (C).

VIL7.b. Cmpamugukayus pucka u npogpunakmuxa BCC
npu MemadoIuUecKomM CUHOPOME, 0HCUPEHUU, Oueme
U aHopekcuu

MeTaboauyeckuii CHHAPOM IpencTaBiisieT CO00l COBOKYIMMHOCTD B3a-
MMOCBSI3aHHBIX (PAaKTOPOB PHCKAa BOSHMKHOBEHUS U IIPOTPECCUPOBAHUS
CepAeYHOCOCYIUCTHIX 3a00JIeBaHU, OOYCIOBIEHHBIX aTEPOCKIEPO30M
[235—238]. OcHOBHBIE €TO COCTAaBJSIOLINE — a0JOMUHAJIbHOE OKUPEHUE,
noBbIIeHHOE AJl, aTeporeHHasI TUCTUITHAEMUS (TOBBIIIICHUE YPOBHS TPH -
MJIMLEPUIOB U CHUXKEHUE XOJIeCTepruHa JUMOMPOTEUIOB BHICOKOI MIOT-
HOCTHU B KPOBM), PE3UCTEHTHOCTD K MHCYINHY (KIMHUYCCKY IIPOSIBIISICTCS
HapyIlIeHUEeM TOJIEPAHTHOCTH K TIIFOKO3¢, TUITepTINKeMUEeil HaToIaK 1
caxapHbIM quabeToM 2 tumna). s MeTaboJIMuecKOTo CUMHAPOMa XapaK-
TEePHBI IPOTPOMOOTUYECKIE U IIPOBOCIIATUTEIbHEIC M3MEHEHUS CUCTEMBI
reMocTasa, a TakXXe MHOTOUMCJIEHHbIE MeTa0OJMYeCKUEe U SHIOKPUH-
Hble HapyweHus [236, 2373, 239]. Kputepuun n1MarHoCTUKU MeTaboIu-
YeCKOIr'o CMHApPOMa MPOJ0XkKaeT YTOUHSAThCS U obcyxkaaTbes. Tak, aKc-
mepThl Becepoccuiickoro HaygHOTo 00IIIecTBa KapAMOJ0roB HaCTauBaIOT
Ha BeAyllei poJiu abJOMUHATBbHOTO OKUpeHUsI (M30BbITOYHOTO HaKOTIe-
HUS BUCIIEPAJIbHOTO XXKMpa) B MaTOTeHe3e MeTa00JIMYeCKOTro CMHIpOMaA 1
BO3paXKaloT IPOTUB YpaBHUBAHUS 3HAUMMOCTH 3TOTO (paKTOpa C APYTUMU
Kputepusmu nuardHoctuku [240]. IlepecMaTpuBaeTcs TaKKe T1OTyCTUMAast
OKPYXKHOCTB TaJIUH, KOTOPAsI 110 CeTOMHSIIITHUM ITIPEICTaBICHHUSIM JOJDKHA
COOTBETCTBOBATh STHUYECKOM MPUHAIICKHOCTHA W CTpaHe MPOKUBAHUS
nHauBuaa [237]. Ilpn MeTaboaIMIEeCKOM CUHIPOME OIMCAH PSII M3MeE-
HEHUi1, TOTeHIINAIbHO CITOCOOCTBYIONINX Bo3HUKHOBeHNI0O BCC — yBe-
JIMYeHUe JINTEIbHOCTU U aucniepcun uHtepBaia QT [241-245], usme-
HEHUS BapraOeJIbHOCTH PUTMA CEpAlla, CBUIETEIbCTBYIOIINE O MIPeod-
JlalaHUM CUMMATUYECKUX BJIAUSTHUIA Ha CUHYCOBBIN PUTM U/UJIU CHUXKE-
HWUY BaryCHOM aKTUBHOCTHU [245—255], rutiepTpodust 1eBOro XKeayaouka
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[256—258]. KpoMe TOro, mpu BhIPaXKEHHBIX META00INYECKMX PACCTPO -
CTBax, He UCKJIIOUEHO BBEIeHUE JOTIOJIHUTEIbHBIX (hakTopoB prcka BCC:
runokanueMuu [259], runoraiukeMuu, CocoOCTBYIONIEH aKTUBAIIUU CUM-
MaTUYeCKOI HEPBHOI CMCTEMBbI U HAPYIIIEHUIO PETIOJIIpU3aliud MUoKapia
c ymnnHenneM nHTepBaia QT [260, 261], a Takxke cMHIApOMa OOCTPYKTUB-
HOTO COHHOTO aITHO?, COMPSKEHHOTO C HAIMYNEM MHOTHX KOMITOHCH-
TOB METabOJMYCCKOTO CUHAPOMA, BKJII0Uas MpeodIagaHne CUMIIaTHIE -
CKOIi aKTUBHOCTH [262—265].

Buipascennvie paccmpoiicmea numanus, a TaKXKe Ype3MepHbIE MEPHI IO UX
OBICTPOI KOPPEKIIMU MOTYT CITOcOOCTBOBaTh BO3HUKHOBeHUI0 BCC. Puck
BCC 0cob6eHHO BBICOK MPU BbIPAXXEHHOM OXWUPEHUU, TIpeBbIlIast JaHHbI
rnokasaTeJib B IOIYJISILIMA Y JIUL, COITOCTaBMMBIX 110 Bo3pacTty, B 40—60 pa3
[266, 267]. Ckopee Bcero, 3TO CBI3aHO C BOSHUKHOBEHUEM YTPOXKAIOIINX
KM3HHU KeJIyTOYKOBBIX apUTMHUI, OJHAKO Y BHE3AITHO YMEPIIINX MOJIOIBIX
JIIOZIE BBISIBJISIZIMCH TAK3KE M3MEHEHUsI IIPOBOSLIEH cucTeMbl cepaua [268].
Cpenu paktopos, npeapacnonaraommux K BCC, y 1uil ¢ 0XKMpeHUEM OIu -
CaHBI: YBeJIMYEHNE JUTNTSIbHOCTH 1 nuctiepcnu nHTepBana QT, popmupo-
BaHME XapaKTEePHBIX CTPYKTYPHBIX M3MEHEHUI cepama (KapauoMeraius,
JUJIaTalKsl JEBOTO XeJyaouyKa, TUunepTpoduss KapaAuoOMOLUTOB 6e3 Mpu-
3HAKOB MHTEPCTULIMAIBLHOTO (prdpo3a), a TakKxKe OOCTPYKTUBHOE COHHOE
anHo3 [270—274]. Puck BCC nipu oXXupeHn1 MOXKHO CYIIIECTBEHHO YMEHb-
IIUTH TIPU CHIKEHUM Macchl Tesia. OOpaTUMBI TaKKe TIPOSIBICHUS KapIy-
ornaTuu u yairHeHue nHtepnaia QT, ocoOeHHO Ha paHHUX CTaAuUsIX 3a00-
JneBaHus [275—277]. HuzkokanopuitHas nuera, CriocOOCTBYIOIIASI CHUXKE-
HUIO MaccChl Teja, 10JKHA ObITh XOpollo coanaHcupoBaHHOM. EcTb co00-
IIEHUST 0 BOSHUKHOBEHWM apuT™Muii 1 cirydasix BCC mpu UCIoJIb30BaHUT
IJIATENIbHBIX, HE COaJlaHCUPOBAHHBIX, OUeHb HU3KOKAJIOPUHAHBIX AUET U
JIeYeOHOTO ToJIonaHusl (OCOOEHHO IHMET ¢ MIPUMEHEHUEM XKUIKUX MPOTe-
WHOB) [278—282].

CMepTHOCTD Y JIUL C HepeHoUl anopekcuell Koiebaercs ot 5 go 20%,
a (aKTUYECKUI MoKa3aTelib, BEPOSITHO, COCTaBsgeT okojao 6%. [283].
Cuuraercs, 4TO TTOUYTH 1/3 JIeTaJbHBIX UCXOI0B, B TOM YHMCJIE BO BpeMs
BO300HOBJICHHUS pUEMa TTUIIH, TPOUCXOIUT U3-3a 3a00JIeBaHU I cepla,
OJIHAKO TOYHbIE JaHHbIE 0 TOM, yeM obycnopieHa BCC, oTCyTCTBYIOT.
HnuTenbHOe TojiofaHue MPUBOAUT K aTpOGUU CEPIEUHON MBILILIBI, CUHY-
COBOIi Opanukapauu, yoauHeHuo nHTtepsaga QT, a Takxke 2JIeKTPOIUT-
HBIM PacCTPOMCTBAM, YCYTyOJSIIOIIMM 3TH HapylieHUs. BoabpmmHCTBO
MATOJOTNYECKUX N3MEHEHUI CO CTOPOHBI Ceplia ITOJTHOCTHI0O 00paTUMBI
[OCJIe HajJIexXallero Bo300HoBIeHUsI uTaHus [284—286]. OciaoxHeHus,
CBSI3aHHBIC C BO30OHOBJICHEM ITUTAHWS Y IJTUTEJIHHO TOJIOAABIINX, BKITIO-
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YaloT CeplevyHbie, HEBPOJOTMYECKHUE U IeMaToJIOrnUYecKue paccTpoli-
CTBa, 00YCJIOBJIEHHBIE BO3HMKHOBEHUEM AucOaaHca KUAKOCTU U DJIeK-
TpoauToB. CeplaeyHble OCIOXHEHUS BO3HUKAIOT, KaK MPUBUJIO, B Iep-
BYIO HEJIeJIIo IOCJie Havayla mpueMa MUIIK U OOBIYHO CBSI3aHbI C BhIpa-
KEHHBIM Ae(GULIUTOM MUTaHUs, TunodocdareMueil 1 UCMOJIb30BaHUEM
TOJIBKO TIapeHTepaabHOro nutanus [287—290].

Cmpamugurxayus pucka BCC

Kaxplii 13 0CHOBHBIX KOMITOHEHTOB META00IMYECKOT0 CUHAPOMA (0XKM -
peHue, apTepualibHask TMIIEPTEH3UsI, HapyllleHue oOMeHa JIMIIMIOB, caXxap-
HbIl AuabeT), Oyay4yu B AOCTAaTOUHON CTEIeHU BIPAXKEHHBIM, SIBJIIETCS (hak-
TopoM pucka BCC [291, 292]. B HacTosi1Iee BpeMsl He SICHO, HeCeT Jid 00be-
JWHEHME 3TUX Mpeapacojarariux GakTopoB B paMKax MeTab0JIM4YeCKOro
CHHIpPOMA JOTOTHUTEIbHYIO MH(MOPMALIMIO, ITO3BOJISIIONLYIO YIYYIINUTh CTPa-
tudukanuio pucka BCC [292].

Pexomenoayuu no npogpusaxkmuxe BCC

Kaacc 1

1.0cobeHHOCTEN MPOMUIAKTUKI U JIEYSHUS YTrpoXKalomux Xu3Hu KA
(ocHoBHOI1 (hakTop prcka) 1 BCC y 60JbHBIX ¢ META0OTNICCKIUM CUHAPO-
MOM, OXWPEHUEM, aHOPEKCUEH WM IIPUICPKUBAIOIINXCS OTPeneIeHHOM
nueTwl HeT. Mepornpusatus 1o npenorspaiieHnio BCC 1omKHBI ObITh TAKUMU
Ke, KaK U IPY APYTUX 3a00JIeBaHUX. DTO IOAPa3yMeBaeT, YTO CTpaTU(dUKa-
g pucka u npodmiaakTuka BCC y 3T0ii KaTeropuu maiieHTOB OCYIIECT-
BIISICTCSI HA OCHOBAHMU BBISIBJICHUSI OCHOBHBIX 11 BTOPOCTEIIEHHBIX (haKTO-
poB pucka. [Ipopunaktuka BCC Oyner 3akmouaThes B uMruiantauny MKJT
MaleHTaM C XOpOIIUM (YHKIMOHAIBHBIM CTaTyCOM™ 1 OJIArONPUSITHBIM
IIPOTHO30M BBDKMBAEMOCTH B TEUEHUE rojga U 0oyiee, KOTOPHIC MOIy4aroT
ITATEIbHYIO ONITUMAJIbHYIO JIeKapcTBeHHYIO Teparuio (C).

Kaacc 1la

1.ITlporpaMMHOe CHIDKEHHE MACChI TeJIa IMPH OKUPeHUU (MOAM(DUKALIIS
BTOpOcTereHHoro akropa pucka BCC) u TiiaTeIbHO KOHTPOJIUPYEMOE BO3-
OOHOBJICHUE ITUTAHMS TIPU AaHOPEKCUU MOXET 3 (GEKTUBHO CHU3UTD PUCK
Bo3HukHoBeHUs1 KA 1 BCC (C).

Kaacc 11T

1./lnuTtenbHbIE, HecOaTaHCUPOBAHHbIE, OYEHb HU3KOKAJIOPUITHbIE TUEThI
U JIe4eOHOe TOJI0MaHNe HE PEKOMEHIYIOTCS, TTIOCKOIBKY OHU MOTYT OBITh
OITAaCHBIMU U MIPUBOIUTH K Pa3BUTHUIO yrpoxkatomux ku3Hu 2KA (C).

* — 0 METOIMKAX MPOBECHMUs OLIEHKH (DyHKIIMOHATILHOTO CTAaTyCca Bbl MOXKETE TPOYMTATh HA
caiite http://www.chcr.brown.edu/pcoc/functi.htm.



80 VIl. Ctpatugukauymst pucka v npopunaktnka BCC

VIL7.B. Cmpamugpuxayus pucka u npogpunaxmuxa BCC
Y RAUUEHmo8 ¢ IHOOKPUHHBIMU HAPYUIEHUAMU

Cmpamugpukayus pucka

HapyireHrs TOpMOHATBHON PETYISIIIAN MOTYT SIBISITHCS TIPSIMOM MU
omrocpenoBaHHoi#t pmunHOit BCC B pe3ynbTaTe pa3BUTHS KU3HEYTPOXKaA-
FOIMX HAPYIIEHU PUTMA U TIPOBOIMMOCTHU. DHIOKPUHOIIATUHN MOTYT OKa-
3bIBATh KaK HEITOCPEACTBEHHOE BIIMSIHIE HAa MUOKapI (Harmpumep, (heoxpo-
MOIIMUTOMA, TUPEOTOKCHUKO3, TUTIOTUPEO3), TaK M OBITh MPUINHON pa3BU-
THSI COCTOSTHUI, KOTOPBIE MMOTEHIIMAIBHO MOTYT COITPOBOXKIATHECSI PUCKOM
Pa3BUTHS ApUTMUI (HATIpUMeEp, 3JICKTPOJIUTHBIC HAPYIIEHWs, CBSI3aHHEBIC C
IuchyHKIME TOpMOHOB KOPbI HaNMoYeYHUKOB). HekoTopbie aHAOKPUH-
HbI€ HapYILIEHHUs COITPOBOXKIAIOTCS Pa3BUTUEM YCIOBUI, CIIOCOOCTBYIOIINX
MOSIBJIEHUIO CTPYKTYPHOM MATOJIOTUM CEPALIA, IIPU KOTOPOM UMEETCS PUCK
pasButusi BCC (HanpuMep, TUCIUNUIEMUS YBEIUUYNBAECT PUCK Pa3BUTHUS
MBC, a BropruHast apTepuaibHas TUIIEPTSH3MS SHIOKPUHHOIO TeHe3a CIo-
cOoOCTBYeT pa3BUTHIO TUNepTpodus muokapaa JIK).

Caxapmbiii duabem

HM3BecTHO, UTO B MOMyAssuuu OOJbHBIX, TTepeHecmiux UM, nua-
THO3 caxapHOro auabeTa yBeiaumuuBaeT puck pasputusi BCC [293-295].
IIpenmonaracMbIMM MeXaHU3MaMH, JIeXKalnuM B ocHoBe pa3Butusi BCC y
9TOU KaTeTOPUHU MAIIMEHTOB, SIBIISIIOTCS aBTOHOMHAS HepOmaTHsI Ipy KOTO-
poii HabmomaeTcs yBeamdeHre nHTepBaia QT; a Takske TspKes1as aCCUMITTOM-
Has UIIIeMus MuoKapa, crrocooctByromias pa3sutuio KT u O2K.

Hopmanmzanus ypoBHS TITMKEMUN WX YPOBHSI NIMKUPOBAHHOTO TEMO-
robuHa HBAIc yMeHbIIaeT PUCK CEPAEYHO-COCYAUCTBIX 3a00JIE€BaHUIA.
OpnHakKo, JAHHBIX O TOM, YTO IIPX 3TOM IPOUCXOINUT YMEHBIIEHNE KOJINIe-
CTBa BHe3aITHbIX cMepTeit, HeT. HanpoTus, B psifie ucciienoBaHmil ObUIO TTPO-
JEMOHCTPUPOBAHO, YTO MHTEHCUBHBIN KOHTPOJIb INIMKEMUM, OCOOEHHO MPU
HaJIMYUY CUMIITOMOB aBTOHOMHOM HEMpPOIIaThU, MOBBIIIAET PUCK PA3BUTUS
BCC, 4To MOXET OBITh CBSI3aHO C YBEJIMUCHUEM PUCKA Pa3BUTHUSI TUTIOTIM -
KEMHYECKUX COCTOSTHUI, KOTOPBIE COMPOBOXKIAIOTCS YIJIUHEHUEM MHTEP-
Basia QT 1 yMeHbBIIICHHEM YPOBHSI KaJusl CBIBOPOTKI KPOBH.

Axpomeecanus

OCHOBHO# MPUYUHON CMEPTHU Y OOJILHBIX C aKpOMETaJueil aBasieTCs
nopaxkeHue cepaeuyHO-coCcyanucToil cucreMbl [296]. IIpu miauTerbHO
CYILIECTBYIOIIE M aKTUBHOM (C COXpaHEHHON rumepcekpenuneii rop-
MOHa pOCTa) aKpOMeraJlMM pa3BMBaeTCs. TaK Ha3biBaeMasi aKpomera-
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JMyeckast KapaAuormnaTus, KoTopasl XapakKTepu3yeTcsl KOHIEHTPUUYECKOUN
runeptpodueit MUOKapaa, TMacTOIUIYECKOM, a TO3Xe U CUCTOJINYECKON
nucdynkiueit JI2K ¢ pazButuem Taxenaoun, pedpakTepHOH K MEIUKAMEH -
TO3HOU Tepanuu, CepAeYHON HENOCTATOYHOCTU XpOHUYECKas TUIlepce-
kpeuus ropmoHa pocta (I'P) u uncynunonono6Horo akropa pocrta-1
(UTI®P-1) Takke cOMpOBOXIACTCS Pa3BUTHEM WHCYJIUHOPE3UCTEHT -
Hoctu, CJI 2 Tuna, TUCAUNUAEMUU U CITIOCOOCTBYET MOSIBJIEHUIO apTe-
puanbHoii runiepteH3uu U ['JI2K. V 60oabHBIX akpoMeraandyeckoir Kap-
JUOTMaTUEeN yalle, yeM B OOIeil monyassuuu, 0OOHapy>KUBalOT pa3any-
HbIE HapyILIeHUs pUTMa U MpoBonumMocTu cepaua [297]. Yactora KHP
KOppeaupyeT ¢ UIMTEIbHOCThIO aHaMHe3a 3a00JieBaHUSI, a UX TeMOIU-
HaMuyecKasi 3HaUUMOCTb — ¢ BoIpaxkeHHocThIo ['JI2K, Hexenu Guoxumu -
YEeCKUMU MPU3HAKAMU aKTUBHOCTHU 3abosieBaHUsI. [0 HEKOTOPBIM IaH-
HBIM 0KO0J10 75% GOJIbHBIX aKpOMETaIneil CTpaaaloT CUHIPOMOM allHOD/
TUIIOMHO3 cHa [298], B paMKax KOTOPOTO HEPEAKO BCTPEUYAIOTCs JKU3HE-
OTIaCHBIC HAapyIIeHUsT puTMa cepana. Y 56% GoIbHBIX aKTUBHOM aKpO-
Merajueil perucTpupyoTCcs MO3IHUE MOTEHIMAJbI XXEeJTYI0UYKOB, HaU-
yue KOTOPBIX HE 3aBUCUT OT Bo3pacTa, MoJjia O0JbHBIX, AJIUTEIbHOCTHA
3a00JieBaHUS U BBIPAXKEHHOCTHU TUIePTPOGUHU JIEBOTO Xeayaouka [299,
300]. Tem He MeHee, OKOHYATEJIbHOE CYXIEHUE O MPOTHOCTUYECKOM
3HAYEHWU MO3JHUX MOTEHIMAJIOB XEJTyTOUYKOB B OTHOIIEHUU pUCKA
pa3Butus BCC y 60JIbHBIX aKpoMeraJineil 0CTaeTcsl He YUPEXKIEHHBIM.
Hopmamuzanus (vuim canxenue) I'P u UTIDPP-1 npuBoaut K yMeHb-
IeHU0 4yacToThl K3,

Pexomenoauuu no npogpunaxmuxe BCC

Kaace 1

1. TakTuka Tepanuu 2KA, KoTopasi IBJISIETCS BTOPUYHOM 10 OTHOILLIEHUIO
K SHIOKPUHHBIM HapyLICHUSIM, JOKHA ObITh HaIllpaBJIeHa Ha KOPPEKIIUIO
3JIEKTPOJUTHOIO ArcOanaHca v iedeHe oCHOBHOTro 3aboneBaHus (C).

2. OcobeHHOCTeN MPOoGMUIAKTUKU U JISYSHUS YTPOXKAIOIIUX KU3HU KA
(ocHoBHOI1 (hakTop pucka) u BCC y 00JbHBIX C 9HIOKPUHHBIMU 3a00J1eBa-
HUSIMU HEeT. MeponpusTus T10JKHbBI ObITh TAKMMU XK€, KaK IMPU APYyTUX 3a00-
JIeBaHUSIX. DTO 0O3HAYaET, YTO CTpaTuduKaus prucka u npogunakruka BCC
y 9TOI KaTeropyuu MaldeHTOB OCYIIECTBIISICTCS HA OCHOBAHMU BbISIBJICHUS
OCHOBHBIX M BTOPOCTENEHHBIX (pakTOpoB pucka. [IpoBeneHue mpoduaak-
Tuku BCC Bximouaet B ToM uncie, uminiantauuio MK/ n ODKC nanueH-
TaM, KOTOPBIE MOJYYaloT IUIMTEIbHYIO ONITUMAJIbHYIO JIEKAPCTBEHHYIO Tepa-
IHI0, C XOPOIIMM (PYHKIIMOHAJIBHBIM CTaTyCOM 1 0J1arOIpPUSITHBIM IIPOTHO-
30M BbIXKMBAeMOCTH B TeueHue roga u 6ojee (C).
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VIL7.I. Cmpamugukayusa pucka u npogunakmua
BCC y nayuenmos c mepmunanoHoii cmaoueil nO4e4Hou
HedocmamouHocmu

Cmpamugurauyus pucka

Oxoino 40% MmalMeHTOB ¢ TEPMUHATBHOM CTaaueil MoYeyHoi HeaocTa-
TOYHOCTH YMMPAIOT OT CEPACYHO-COCYIMCTHIX 3a00JIeBaHU, B TOM YHCIIC
20% — BHe3anHo [301—302]. [ToMrMO KOPOHAPHOI'O aTEPOCKIIEPO3a JOII0JI-
HUTEIbHBIMU (haKTOpaMU pUCKa Pa3BUTHSI BHE3AIMHOI CEpIEeYHON CMepTHU
Yy NalMEHTOB XPOHUUYECKOI 00se3HbI0 Mouek MoryT ObiTh 'K, ypemu-
yeckasi KapAMOMMOIIaTusl, aHeMusl, yiinHeHue uHtepBaia QT u yBenu-
YEeHHME €T0 NUCIIEPCUM, CHIKEHHME BapUaOeIbHOCTH CEPACUYHOTO pUTMa, a
TakKe OBbICTPbIE U3MEHEHUSI 00beMa LIUPKYJIUPYIOIIE KPOBU U 3JEKTPO-
JINTOB, HEaeKBaTHOCTh AUaln3a, rurnepdochareMusi, TUIepnapaTupeos u
ap. [302, 303].

Pekomendayuu no npogpusaxmuxe BCC

Kaacc 1

1. Ins nmpodpunaktnk BCC y 601bHBIX TEpMUHATBHOM TOYEYHOM HET0-
CTaTOYHOCTbIO HEOOXOAUMO BBISIBIATL ocHOBHBIE (ZKHP, cucronuueckas
IUChYHKIIMS, CUHKOIIE, CepAeYHbI apecT B aHaMHe3e) U MOAUu(UIIMPO-
BaTh BTOPOCTEIICHHBIC (DAKTOPHI prcKa (apTepuaabHas TUIICPTOHUS, IVC-
JIUTTAIEMHUS, TUTIEPTIIMKEMUS ), a TAaKKe (DaKTOPBI PUCKa, CBSI3aHHBIE C XPO-
HUYECKOIT 00JIE3HBIO MOUEK U THATN30M (JIeueHre HepOreHHO aHEMUM 1
TUTIepriapaTupeosa, ycTpaHeHue AeuinTa BuTaMuHa D, aneKBaTHBIN q1ra-
JIn3, n30eraTh MPUMEHEHUS AUATU3HOM XXUIKOCTA C HU3KUM COACPKaHUEeM
kanus v kaneuus) (C).

Kaacc Ila

1. B ensix BropmuHoit mpodunakTuky BCC y manmeHToB, HAXOISIIINXCS
Ha Ha MPOrpaMMHOM IreMOIMaIN3€e WU ITOCTOSTHHOM aMOYJIaTOPHOM TIepH-
TOHEaJIbHOM IHMaJIM3€e IMOKa3aHO Ha3zHaYeHME OJI0KAaTOPOB aHTMOTEH3MHO-
BbIX peuenTtopoB (C) u AAII II1 knacca (C).

2. B uensx neppuyHoii npopunaktuk BCCy mainyeHToB, HAaXOASIIUXCS
Ha TIPOTpaMMHOM TeMOINAIN3e WM TIOCTOSTHHOM aMOYIaTOPHOM TIEPUTO-
HeaJIbHOM JThajin3e Moka3aHo HazHaueHue ATID (B).

3. Y manumeHToB ¢ XpOHNUYECKO 00JIE3HBIO MOYeK, U OCHOBHBIMM (DaK-
Topamu pucka BCC (yrpoxaomyuMy XU3HU apUTMUASIMUA U CUCTOJINYE-
ckoit nuchynkuueit JIXK) UK -Tepanus uMeeT MpenMylIecTBO Hal MEIM -
KaMeHTO3HOI Teparueil, OMHAKO Y AUATU3HBIX TAIIMeHTOB OJIarONPUSITHEIIA
a¢hdeKT 3TOro BUaa JeueHUs Ha BIKMBAEMOCTh He oKasdaH. PelieHue o6
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nmimantanua MK/ ciexyeT mpuHIMATh MHIMBUAYATHEHO C YIETOM COCTOSI -
HUS TTalleHTa U OXKMIaeMoii ipoaokutebHOCTH 3ku3Hu (C). HaxoxaeHue
Ha TIPOrpaMMHOM TFeMOAMATN3€e WIN ITOCTOSTHHOM aMOYJIaTOPHOM TIEPUTO-
HeaJlbHOM IUaii3e, TeM He MeHee, He JOJIDKHO paccMaTpUBaThCs KakK pela-
IOLLIMI apryMeHT B 110JIb3y 0TKa3a oT uMmrutaHTauu MK/,

Kaacc I1b

1. B uensax nepsuunoit npodpunaktuku BCC y manuentos ¢ UBC, Haxo-
ISITITAXCS HA TIPOTPAMMHOM TeMOINAIN3e WX ITOCTOSTHHOM aMOyJIaTOPHOM
MepUTOHEATbHOM OUAaIN3e MOXKET 00CYKAaThCsl HAa3HAYCHUE CEJIEKTUBHBIX
6era-610kaTopoB (C).

2. B ensix mepsuuHoii npodmiaktnky BCC y mammeHToB ITpu OTCYTCTBUM
MMPU3HAKOB MOPaXkeHMSI KOPOHAPHBIX apTEPUil, HAXOISIIINXCS Ha TTPOTpaMM-
HOM IreMOIMaIN3€e WIN MOCTOSTHHOM aMOyJJaTOPHOM MEePUTOHEaTbHOM I1a-
JIM3e MOXKET 00cyXnaThcs Ha3HaueHue HukopaHauia (C).

VIIL.8. BCC npu 60s1e3H51X nepuKapaa

Pexomenoayuu no npogpusaxkmuxe BCC

Kaace 1

1. Ctpatudukanusa pucka u npobwiakruka BCC y mauueHTOB ¢
0oJIe3HsIMU TEepUKapaa OCyIIECTBISIETCSI HA OCHOBAHUU BBISIBICHUS
OCHOBHBIX M BTOPOCTEIEeHHBbIX (haKTOpOB pucka. [IpoBeneHue npodu-
JIAKTUKM TToJpa3dyMeBaeT, B TOM uucie, uMmniaantauuio MK/ nanueH-
Tam ¢ ocHOBHbIMU (hakTopamu pucka BCC, koTopbie MmosyqaroT aau-
TEJIbHYIO ONITUMAJIbHYIO JIEKAPCTBEHHYIO Teparuio, ¢ XOpolnum GhyHK-
LIMOHAJIBHBIM CTaTycoOM™ 1 OJIarONPUSTHBIM MTPOTHO30M BbIXKMBA€MOCTH
B TeueHue roga u 6osee (C)

VIL.9. BCC y nanueHToB ¢ XpOHHYeCKOil 00CTPYKTUBHOM
00J1€3HBIO JIETKHX

XpoHnueckast 00CTpyKTuBHasi 6oJie3Hb Jierkux (XOBJI) — ogHo n3 Hanbo-
Jiee pacpoCcTpaHeHHBIX 3a00JIeBaHU I B3pOCIOTO HaceJIeHUs BO BCEM MUDE,
KOTOpBIM cTpanaet ot 7 no 18,2% nui, crapiie 40 set [304—306]. B mocnen-
Hue 25 1eT HabmoaaeTest HeYKJIIOHHBIN pocT cMepTHOCTH 0T XOBJI 1 110 1po-
rHo3am aKkcreptoB K 2020 roay naHHas MaToJOTUS 3aliMET 3-e MECTO cpeau
Bcex NMpuuuH cmeptu [307].

XOBJI aT0 XpoHMYECKOE 3ab0IeBaHNE, XapaKTepU3yIoleecsd IEPCUCTH -
PYIOIIMM OTpaHUYEHHEM BO3IYIIIHOTO ITOTOKA B ABIXaTEeJIbHBIX ITYTSIX, KOTO-

* — 0 METOIMKAX MPOBECHMUs OLIEHKH (DyHKIIMOHATILHOTO CTAaTyCca Bbl MOXKETE TPOYMTATh HA
caiite http://www.chcr.brown.edu/pcoc/functi.htm
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poe OOBIYHO HOCUT IPOTPECCUPYIOIIMI XapaKTep U CBSI3aHO C BOCIAJIM-
TeJIbHBIM OTBETOM Ha IJIUTEJIbHOE BAbIXaHUE YACTUIL UJIM Ta30B. TsKecTh
teueHuss XOBJI Bo MHOroM omnpeaesieTcs YacTOTOi 000CTPEHUI U COMYT-
cTByIO1IEeiH matonorueii [308]. HanboJsee yacToii conyTcTByoLIei mpooie-
Moii y 6onbHBIX XOBJI gBas10TCS cepaeuHo-coCcyaucThie 3a00JieBaHus, B
oonpmmHCTBe ciydaeB MBC, cepaeuHast HEIOCTaTOYHOCTD, (PUOPIILISIINT
Tpencepanii U apTepranabHas TUIepToHus. [1o TaHHBIM KPYITHOTO UCCIC-
JNoBaHUs, BKIoyaBuero 6ojyiee 1800 mamreHToB, y 60abHbIX XOBJI cylie-
CTBYET MMOBLIILIEHHBIN, B 3,36 paza, puCK CMEPTHU OT CEPAEYHO-COCYIUCThIX
COOBITHIA B LIEJIOM U B 5,65 pa3za oT umemMudeckoit 6oye3nu cepaua [309].
Wmeercs npsimasi 3aBUCMMOCTb PUCKA CMEPTU OT BeIMUMHBI 00beMa (pop-
CHPOBaHHOIO BhIzoxa 3a 1-10 cekynay (ODB1) — rimaBHOro KoJaM4eCTBEH-
HOT0 KpUTepus 0poHXHUanbHOI oocTpykuuu [310].

ITpu aTOM, MaLIMEHTHI, HAXOIIIMeCsT Ha Oosee Jerkux ctagusax XOBbJI,
MMEIOT TOpa3mo OOJIBIIIe PUCKOB YMEPETh HE OT AbIXaTeJIbHOM HEeJOCTaTOU-
HOCTH, a OT CEpAEYHO-COCYAUCTO! ratojoruu [311].

BrnuaeMuosiornueckue naHHble 1o coueranuo XODBJI ¢ cepaeuHoit maro-
JIOTMeit MpencTaBIsIoT IOCTaTOYHO IMPOKUIA Auara3oH uudp. Hampumep,
cpenu 14703 namenToB B ucciaenoBaHuu VALIANT, mepeHOCSIIMX OCTPhIiA
uHdapKT MUoKapzaa, 0kojo 9% umesnu conyrcrBytonlyio XOBJI, ipu aTom y
60s1bHb1X XOBJI HaGmonanack 30% neTaabHOCTh, B TO BPEMSI KaK IPU OTCYT-
ctBun XOBJI ona cocraBuna 19%. Bonee 27% nauuentos XOBJI B atom
HCCJIEIOBAHNN CTPAJalId CepACUYHON HETOCTATOYHOCTHIO IO BKIIIOUCHUS B
uccienosanue [312]. B apyroM KpynmHOM MCCJI€I0OBaHUU, TPOAHATU3UPO-
BaBieM 400000 rocnutanuzauuii nauueHToB XOBJI B oTneneHust Berepa-
HOB, COIYTCTBYIOIIIAsI ITATOJIOIHMsI KOPOHAPHBIX apTepuii BcTpevaiach B 33,6%
ciyyaeB [313].

ITatorenetnyecku croiyb yactas accoumauus XOBJI, UbC, cepneu-
HOI HEIOCTAaTOYHOCTH M apUTMMI OIPEessieTCs LIeJIBIM PSIIOM OOCTOSI-
TeJbCTB: Bo-TIepBbIX, 3TO OO1IMIT TOMUHUPYIOLINI (DAKTOP pUCKa — KypeHHE.
Bo-BTOpHBIX, 00a B ITATOJIOT MU SIBJISIIOTCST 3aBUCUMBIMU OT BO3pacTa, 3a00-
JIEBa€MOCTb MU ITPOTPECCUBHO HapacTaeT nocie 50 jiet. B TpeTbux, — peMo-
JEJIMPOBAaHUE TIPaBbIX OTIAEJIOB CEPALA ABJILETCA OTBETOM Ha PA3BUBAIOLLY-
10CS1 JIETOYHYIO TUTePTEePTeH3MI0. B yeTBepThIX, — CUCTEMHOE BOCIaJIeHue,
OKHUCIUTEIbHBIN CTpecc, ruIepKarnHus, xapakrepHole s XOBJI, BeayTt kK
YCKOPEHMIO MPOLIECCOB aTepOreHe3a U SIBJISTIOTCS ITPOBOKATOPaMU apUTMUI.
W HakoHell, UMeeT MECTO B3aUMHOE HeTaTUBHOE BIMSHUE MEIUKAMEHTO3-
HOIi Tepalliu, KOraa Ipenaparhl [Jis JISYSHUsI CEPAECYHOI MaTOJIOIMU MOLYT
yxynmuth TedeHre XOBJI, a GpoHXOIUTUKY — TPOBOIIMPOBATH KU3HEYTPO-
JKaroIIe apuTMHUM.
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Cmpamugukauyus pucka

ITpu onpenenenun crenenu pucka BCC y mammenta ¢ XOBJI Heobxo-
MO YYUTHIBATH ABA OCHOBHBIX (haKTOpa:

— CTeIeHb OrPAaHUYEHUS BO3AYIIIHOTO MTOTOKA, OMPEAENISIEMYIO IIPU CIIHU-
pOMETpUH;

— aHaMHe3 MallueHTa, MPEXIE BCEro YKa3aHUsI Ha HAJIMYUE COMTYyTCTBYIO-
LIKX WU TIEPEHECEHHbIX 3a00JIeBaHU, yBeTnYuBatomux y 60apHbIX XOBJI
puck BCC, a Takxke eKapCTBEHHBII aHAMHE3.

IMammenTs! ¢ BeananHoit OM®BI1 Goibite 60% He UMEIOT HOITOTHUTEb-
HBIX pucKOB pa3BuTusg BCC, mosToMy Ux BeicHUE HE OTJINYAETCS OT Bee-
HUS IpYyTUX NalMeHToB He cTpanaroimnx XOBbJI.

¥ 6onbHBIX co cHuxXeHrneM ODB1 Hike 60%, HO OTCYTCTBUEM (haKTO-
POB pUCKa B aHaAMHEe3€ 1IeJ1ecO00pa3HO MEPUOANYECKU TTPOBOAUTD XOJITE-
poBckoe MoHuTopupoBanue DKI' 11 cBOeBpeEMEHHOTO BBISIBIEHUS CKPbI-
TOU KapInaJabHOM MaTOJOTUH.

MaumeHT c XOBJ1

@ cnupomempus @
[ OB 1> 60% ] O®B 1<60%

EcTb v pakTopbl prcka BCC: \_
OcCHOBHbIE:
e ®B meHee 40%
® cepaeyHbIit apecT B aHaMHese
e XCH
® 3nK1304bl ycTonumBom KT
BTopocreneHHble:
- caxapHblit anaber,
- apTepuanbHas rMnepTeHsus,
- IeroyHasn runepTeHsus,
- BO3pacT cTapuwe 65 ner,
-NOCTOAHHbIN NPUEM UHTANALMOHHBIX 3-2 aroHUCTOB
K KOPOTKOro aencreus 6onee 6 os/cyt J

JNeyeHne XOBN
no obLwum npasunam

CM. pekomeHZauum no npodunaktnke BCC
y 601bHbIX XOBJ1

Puc. VII.9.1. Ctpatudmkauus pucka BCC y naumeHtoB ¢ XOBJ1
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HauGonbiiero BHuManus B oTHouleHuu npodunaktuku BCC tpedyeT
rpymiia manueHToB ¢ XOBJI, y KOTOpBIX coueTaloTCs CHIDKEHHAs BeIMIMHA
O®B1<60% u Hanuuue 3a00JIeBaHMIl CEPACYHO-COCYIUCTOM CUCTEMBI. B
3TOM cJlydae HeOOXOIMMO PacCMOTPETh BOZMOXHOCTh BHECEHUs U3MEHe-
HUi1 B TUIaH BeleHUs TanueHTa ¢ ueiabio npodunaktuku BCC B cooTBeT-
CTBUU NPUBENSHHBIMU HIXE peKoMeHaauusMu (puc. VII.9.1).

Pexomenoayuu no npoghuraxmuxe BCC

Kaace 1

1. Ocobennoctu npopunaktTuku BCC y 6onbHbIx ¢ XOBJI 6a3upytorcs
Ha BBIIBJICHUH OCHOBHBIX U BTOPOCTETICHHBIX (PaKTOPOB prcKa. DTO IO -
pasymeBaeT, B TOM uuciie, umiiantauuo MK/l mauuenram, nMerommm
ocHoBHBbIe (pakTOphl pucka BCC, KoTopble MOyyaroT AJIUTEIbHYIO ONTU -
MAaJIbHYIO JICKAPCTBEHHYIO TEPAMIo, ¢ XOPOIIUM (DYHKIIMOHAJIBHBIM CTa-
TycoM™ M 0JarompusITHBIM MMPOTHO30M BBIKMBAa€MOCTU B T€UCHME rojaa 1
oosee (B).

2. [Ipu ucroap3oBaHMe 6eTa-010KaTOPOB, TIPEATIOUYTCHUE TOJLKHO OT/IA-
BaTbhCsl CEJIEKTUBHBIM TIpernapaTaM, OJIOKUPYIOIIUM [3-1 petenTopsl (A).

Kaacc Ila

1. VY 6onbHBIXx ¢ XCH Hanbosee npeanovyTUTENbHBIM MPErnapaToM, He
npuBOAAIINM K cHIDKeHn10 OMB1 (ocHOBHOIM (hakTOp prcKa) M KauyecTBa
KW3HU, SBsIeTCs orcompoJo (B).

2. IMamuenTtsl XOBJI cTabuabHOTrO TeUeHUs, TPUHUMAaOIIE TeOPUIITUH
¥ [3-2 arOHHUCTHI JUTMTEIBHOTO JIEHCTBHUSI HE MMEIOT MOBBIIIICHHOTO PUCKa
BCC (B).

Kaacc I1b

1. HransimoHHble KOPTUKOCTEPOU B YMEHbIIAIOT pucK pa3Butus BCC
y 6onbpHBIX XOBJI (B).

2. IToxumeie 6ombpHBIe XOBJI, cTapime 65 jieT UMeIoT MEHBIITHI PUCK pa3-
Butusg BCC npu ripreMe MHTaISIITMOHHBIX [3-2 aTOHUCTOB IUTUTEILHOTO AeTi-
CTBMSI, YeM TIPY MCMOJb30BAHUU UHTAISIIMOHHBIX aHTUXOJIMHEPIUIECKUX
npenapaToB JUIUTEJIbHOTO neiicTBus (B).

3. IIpuMeHeHMe MOPOITKOBOI MHTAISIIIMOHHOM (DOPpMBI THOTPOITMYMA He
yBenunuuBaeT puck BCC y 6onbHbIXx XOBJI (B).

Kaace 11T

1. CnenyeT n3beratb Ha3HAYEHUS BBICOKHMX 103 3-2 arOHUCTOB TallleH-
TaM C HeCTaOUIbHOI cTeHOoKapauei (A).

2. [NpumeHeHMe 14-9WICHHBIX MaKPOJIUIOB (3PUTPOMUIINHA, KIIAPUTPOMHU-
LIMHA) MOXKET COMPOBOXAAThCS YITHeHreM nHTepBaia QT 1 yBenmyeHreM prcka
BO3HUKHOBEHUSI XKeTyI0UKOBBIX apuTMuii (ocHOBHOM (pakTop prcka BCC) (B).
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3. HazHaueHre MHTaISILIMOHHOIO UITpaTporMyMa 6poMua mayeHTam ¢
XOBJI accounupyercs ¢ ypenuueHueM pucka BCC (B) .

4. bBorpabie XOBJI u XCH, ronyyaroniye MHTaISIIMOHHBIE [3-2 arTOHUCTHI
KOPOTKOTO JeiicTBUs, UMeIOT bosiee Bbicokuii puck BCC no cpaBHEHMIO C
JIMIIAMU He TTPUHUMAOIIMMU TOTO00HBIe TIperapaThl (A).

5. PemieHne o mpoBeneHNN a0PTO-KOPOHAPHOTO IIIYHTUPOBAaHUS Y O0JTb-
Hbix XOBJI ¢ ODBI < 60% H0/KHO MPUHUMATBLCS C YI4ETOM TOro hakTa,
YTO Y JaHHOM KaTeropyuu MalueHTOB PUCK CMEPTU B ITOCICONepalliOHHOM
Meprojie TOCTOBepHO BhIIIe (B).

VII.10. BCC npu HeiipoMbIlIeYHBIX 3200/ 1eBAHUSAX

HacnencrBeHHble HelipoMbllliedHbIe 3a00eBaHUS (MUOTOHUYECKAS
MbIIeuHas nuctpodus, cuaapom Kepuca—Ceiipa, Muonuctpodus Dpoa,
muornatus OMepu—/peiidyca, npyrue BUabl MUOIATUIT) MOTYT Mpeapac-
I1oJIaTaTh K pa3BUTUIO MPEICEPIHBIX apUTMUN, HAPYIICHWI TTPOBOINMO-
ctu, AB-61okane, MmoHomopdHoit KT unu noaumopdHoit KT u BCC
[314—320]. KnuHnueckue MposBICHUS, YKA3bIBaIOIINEe HA BO3MOXHOCTh
Hanuuus cyoctpata ns passutust BCC, noBoabHO pa3zHoobOpaszHbl. BCC
SIBIISICTCSI XOPOIIIO TIPOTHO3UPYEMBIM BBISIBIISIEMBIM OCJIOKHEHUEM HEKO-
TOPBIX HEMPOMBIIIEUHBIX 3a00JIeBaHUI, OMHAKO ITPOrPeCCHPOBAHUE HAPY-
LLIEHU I MPOBOAUMOCTHU MOXeT ObITh HenpeackazyeMmbiM [321—-330]. B cy-
yae mopaxkKeHus ceplia, B YaCTHOCTH, TIPY MBIIIIEUHOI TUCTPODUU, HEOO-
XOIUMO 00paniaTh BHUMaHMe Ha MUHUMAaJIbHBIE KITMHUYECKINE CUMITTOMBI
WM 3JIEKTpOKapanorpaduuecKue MposBICHUS IIPU OIIpeaeICHUY TToKa3a-
Huit K nmrutantanun DK C wmm UK v mpoenennio sHT0D DU,

Pexomenoauyuu no npogpuraxmuxe BCC

Kaace 1

1. CymectBytonias crpatudukaius pucka BCC y mauueHToB ¢ HepOMbI-
IICYHBIMH 3200JIeBaHUSIMU TTOIPa3yMeBaeT BBISIBJICHIE OCHOBHBIX 1 BTOPOCTE-
neHHbIX (pakTopoB pucka. [TpunHuunsl mpodunaktuk BCC He oTnyaoTcs oT
TeX, KOTOPbIe PUMEHSIIOTCS ITPU JICUEHUM MALIMEHTOB 0€3 3TUX PacCTPONCTB (A).

Kaacc ITb

1. UmmnanTainus DK C moxeT 00CcyK1aThCs y MalMeHTOB C HACIeICTBEH-
HBIMU IIPOTPECCUPYIOIINMU HEPIPOMBIIIIEUHBIMU 3a00JIeBaHUSIMU (HATIPH -
Mep, MUOTOHMYecKas auctpodusi, cuHapom Kepaca—Ceiipa, MuoaucTpo-
dust Dpda, muomaTus Dmepu—Apeticdyca u T.1.) ¢ HAIMINEM TaKOTO (pak-
Topa pucka BCC xak AB-6s0kana (B Tom uucie AB-6nokaznel I ctenenn),

* — 0 METOZIMKAX MPOBEACHUSI OLEHKU (PYHKIIMOHAIBLHOTO CTaTyca Bbl MOXETE MPOYUTATh Ha
caiite http://www.chcr.brown.edu/pcoc/functi.htm
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KOTOPBII SIBJISICTCSI OCHOBHBIM Y 3TOM TPYITIHI TTALIMEHTOB, JaXKe IIPU OTCYT-
CTBUU KIIMHUYECKOU CHUMITTOMATUKU. DTO OOYCIOBICHO TEM, UYTO Yy OOJIb-
HBIX JTaHHOM KaTETOPUH BO3MOXHO OCTPOE IIPOTPeCCUPOBAHIE HAPYIIICHUI
AB-mipoBomuMoctu (B).

VIIL.11. BCC y nauMeHToB ¢ KAHAJONATUSIMH U CHHAPOMOM
paHHeH penoJsipu3anum xKeJay109K0B

Cunapom yanuHeHHoro nHtepsajia QT, cMHAPOM YKOPOYEHHOTO UHTEP-
Bana QT, cungpom bpyraga m KaTexonaMuHepruyeckask moJuMopdHas
KEJTYIOUIKOBast TaXUKAPINSI, IBJISTIOTCS PeIKMMU HAaCJIeICTBEHHBIMU 3a00-
JIeBaHUSIMH, BEI3BAHHBIMU HapyIIeHUEM pabOThl HOHHBIX KaHAJIOB (KaHa-
nomnartusiMu). [laToreHeTU4ecKu OIM3KUM K BBIIICO3HAYEHHBIM 3a00J1e-
BaHUSIM CJIeAyeT CUMTaTh CUMHAPOM paHHEH pernoyisipu3alliy XKeayaou-
koB (CPPX). OgHako, cTporo roBopsi, OTHECEHUE TOCIEAHETO K pyOpuKe
KaHaJIOMaTUi 10 HACTOSIILIEro BpeMeH! He yupexkineHo. OHM 00yCIOBIEHBI
MyTalMeNn(-IM1) TEHOB, KOAUPYIOLIUX JIUOO CTPOEHUE MTOPOOOpa3yIoLINX
0enkoB, 1160 crneurupuruIecKrX CBI3bIBAIOLIUX U CTPOUTEIbHBIX OEJIKOB
MOHHBIX KAHAJIOB, a TAKXKE PELIEITOPOB U (PePMEHTOB, KOTOPHIE SIBISIOTCS
KJII0YEBBIMU CTPYKTYPHO-(DYHKLIIMOHAIbHBIMY KOMIIOHEHTAMU HOpMaJlb-
HOW uau adHOpPMaJIbHON 3JIEKTPO(PU3NOTOTNYECKON CUCTEMbI cepalia.
KnuHuyeckast 3HAUMMOCTb KaHaJIOIaTHii 00yCIIOBJIeHa TeM, YTO BCE OHU
COMPSTKEHBI ¢ TEHETUYECKHU JeTEPMUHUPOBAHHBIM BHICOKIM PHCKOM BO3-
HuKHOBeHMST BCC mpu OTCYTCTBUHM CTPYKTYPHBIX aHOMAJIMI Ceplia.

VIIL.11.A. Cunopom yonunennozo unmepeana QT

Cunapom ymmmHeHHoro uHtepBaia QT (LQTS) — HacinencTBeHHOE 3a00-
JIeBaHUE, XapaKTepuaylolleecsl MaToJIOTMYeCKUM YIUIMHEHeM MHTepBaJia
QT na DKI nokos (QTc > 460 mc y xxenwnd 1 QTc > 440 Mc y MyXJUUH),
CUHKOITAJIbHBIMU COCTOSIHUSIMU M BhICOKUM prickoM BCC BciieacTue pas-
BUTHSL ITOJIMMOPGHOM KeIyI0UKOBOM TaXMKapAUKU TUIIA MUPYAT («torsades
de pointes»).

CyiecTByeT HecKoJIbKO Kiaccudukanuii LQTS — o mexaHu3my HacJie-
JIOBAHUS Y COTYTCTBYIOIINM KIIMHIUYECKIM ITPOSIBIICHUSM BBIIEIISIOT 2 TUTIA
CUHIpOMA:

1 Tun — cuaapom Pomano—Yopma (RWS), o0ycnoBiaeH MyTauusamMu B
12-T1 pa3IMYHbIX TeHaX, IepPeIaeTCs ayTOCOMHO-IOMUHAHTHBIM IIyTEM.

2 Tun — cunapoM Ixepseina—Jlanre—Hunabcena (JLNS), oGycioB-
JIEH MyTallusIMU B 2-X T€HaX, IepelaeTcs ayTOCOMHO-PELIECCUBHBIM ITyTEM.
SBnsieTcst IpUUMHON MPUGIU3UTEIbHO 1% Bcex cllyyaeB BPOXICHHOM IiTy-
XOHEMOTBI. BpoxaeHHast IiIyxoTa sIBJISIETCSI 00s13aTe/IbHBIM OTIMYMTEIbHBIM
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MPU3HAKOM, OHA IBYCTOPOHHSISI, IEPLIENITOPHOIO TUIIA, HE 3aTparuBaeT HU3-
KU1 3ByKOBO CITeKTp. Bo3HmKaeT BeencTBue norepu pyHkmuu Kopruesa
opraHa, W3-3a KpUTHYECKOTO CHIKEHUS KOJMUECTBa HOHOB KaJIvsl B OMBI-
Batomieii ero xxunkoctu. LQTS oOHapyXeH BO BceX THUYECKUX TpyIInax.
Bpoxnenusiit cunapom LQT Bcrpevaercs ¢ yactoroir 1-2:10000 u oby-
cinaBiauBaeT okosio 3000 eTalbHBIX UCXOA0B exXeromaHo. [1epBulit TUIT CUH-
npoma (RWS) Berpewaercst game — 1:5000—7000, Bropoit Tum (JLNS) peske
1,6—6:1000000, omHako B JIJaHWM BCTPEYAEMOCTh €ro 3HAUYMTEJIBHO BBIIIE
1:200 000.

B 3aBrcuMocTH OT KIIMHWYecKoro BapuaHTa TeueHust LQTS BbaesIOT:

1. U3onupoBanHoe yminHenue uarepsaia QT (40%);

2. Cunkone ¢ ynauHenuem untepsaia QT (38%);

3. Cunkomne 6e3 ymmmHenus natepsaia QT (11%);

4. CkpbiTas hopma — «HeEMOe», TaTeHTHOe TeueHue (11%), koropast npen-
rnoJjiaraeT HaJlM4ue BbICOKOro pucka cuHkore u BCC 6e3 kakux 1ubo oye-
BUIHBIX (DEHOTUITMYECKUX MIPOSIBIICHU 3a001eBaHMs. [1ocienHuit MOXKHO ¢
BBICOKOI BEPOSITHOCTBHIO IMarHOCTUPOBATh TOJIBLKO PETPOCIIEKTUBHO, ITOCIIe
BHE3aITHOI CMEPTU POICTBEHHUKOB ITpodaHaa, CYMTABIIMXCS paHee MpaK-
TUYECKH 3M0POBEIMH.

Y My>x4uuH 3a00JieBaHUE TIPOTEKAeT B 00Jiee OCTPOil U 37I0KaYeCTBEHHOM
dopme, 9TO XapaKTEPHO ISl BCEX BO3PACTHBIX IPYIIIT ¥, 0OCOOCHHO, IUIS IO -
pocTkoB. Prck passutust cuakore 1 BCC y XXeHITWH Bo3pacTaeT K TIepUOILy
MOJIOBOT'O CO3PEBAHUSI.

LQTS pasBuBaeTcs BCAeACTBUE MyTaluii B 13 reHax, Ha OCHOBAaHUU
yero BbiaessioT 13 reHoTunos cuHapoma LQT. Bto myTanuu B 6-Tu reHax
KkanmueBbIX KaHanoB (KCNQI1, KCNH2, KCNEI, KCNE2, KCNJ2, KCNJ)5),
2-X reHax HaTpueBbix KaHaIOB (SCNS5A, SCN4B), 1-oM reHe KajablMeBbIX
kaHanoB (CACNAIC) u 4-x reHax cleluduIecKnx CBI3BIBAIOIINX U
crpoutenbHbIX 0enKoB (AKAPY9, ANK9, CAV3, SNTAI). B pesynbrare 1u60
CHIKAEeTCsI KOHLIEHTpALIMsI MOHOB KaJlvsl B KJIETKe, JIMOO yBeJIMUYeHUBaeTCs
KOHIICHTpALIMI NOHOB HATPWSI M KaJIbIIvs 1 HapyIinaeTcst Na/Ca oOMeH, 9To
CITIOCOOCTBYET YBEJIMUEHMIO JJIUTETLHOCTH ITOTEHIIMAJIA TEHCTBYSI.

ITepssriit reHotun cuaapomMa (LQT 1) caMblii pacripocTpaHEHHBIN 1 BCTpe-
yaeTcs B 35—50% ciyuaeB Becex BapuaHToB cuHapoma LQT u B 90% ciydaes
oOycnoBnuBaeT pa3Bute cuHapoma JIxepsena—Jlanre—HunbcoHa, B TO
BpeMst Kak ocTaibHbie 10% cBsizanbl ¢ aThiM reHoTumnom (LQTS). Bropoit
renotun cuHapoma (LQT2) Bctpeuaercs B 25—40% citydaes. LllecToit reHo-
tun curapoma (LQT6) dbenorunuuecku cxoaeH ¢ LQT2, Ho BeTpeuaeTcst
ropasno pexe. Tperuit reHoTnt cuHapoma (LQT3) Bctpeuaercs B 5—10%
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ciyuyaeB. OcTajibHbIe TEHOTUITHI SIBJISTIOTCS HauboJjee penkuMu opMaMu 1
BCTpevaroTcst MeHee ueM B 1,5% cityuaes.

Cundpom Andepcena

Cunapom Aupepcena (i LQT7) — penkoe HaciencTBEHHOE 3a00JeBa-
HUsI, XapaKTepU3YeTCsT IEPUOINIECKH pa3BUBAIOIIMMCS TUTIEp- W THITOKA-
JIMEeMIYECKUIM TTapaIndoM, HapyIIeHUSIMU Pa3BUTHUSI CKeJleTa, TUCMOPDU-
YeCKUMHU MpU3HAKaMU, YIJIUHEHHBIM MHTepBasioM QT, XeaymoukKoBbIMU
APUTMUSIMU, CITeHU(PUIESCKAM 3y01IoM T ¥ 9acTo 09eHb BBIPaKeHHBIM 3y0-
mom U [331, 332]. CuHopom cBsi3aH ¢ MyTtauussmu B rene KCNJ2, kogupy-
[oI1IeM KaJlneBble KaHasbl Tuma K1.

Kusneyrpoxarone KA 10CTaTOYHO PeIKH Y OOJBHBIX C CHHIPOMOM
AHIlepceHa, HO, HECMOTPSI Ha 3TO OBUIM OITMCAaHBI AIU304bI BHE3AITHOU
cmepTu [332—334]. OnbIT JeYeHUs HEBETUK. Y MOJIOIOM KEHIIUHBI ¢ CUH-
npoMoM AHaepceHa u myTtauuein R21§W B rene KCNJ2 neueHre aMruonapo-
HOM U alleTa30J1aMHII0M BBI3BAJIO IIPOIODKUTEIHEHOE YIYIIIeHE KapIHOJIo-
TUYECKUX M MBILIEYHBIX CUMIITOMOB. [leproanueckuii mapajud B OOJbIIMH-
CTBE CTy4aeB MOXKET OBITh IMPEIOTBPAICH ITIPUEMOM ITIPEeIIapaToB Kallis per
os [335]. [TomoxuTembHBIN 3DHEKT OT B-amIpeHOOIOKATOPOB Y 3TOM KaTero-
pyM OOJIBHBIX He ToKa3aH. [JaHHbIE O MOJOXUTEIbHOM BIMSIHUY OJIOKATOPOB
KaJIbLIMEBBIX KAaHAJIOB B OTHOIIIEHUH apUTMUH TaKKe OCHOBAHBI Ha KITMHU -
YeCKOM OITMCAHWUM OJTHOTO eUHCTBEHHOTO cirydast. Coobaercs 06 apdex-
TUBHOCTU aHTUApUTMUYECKOro ieueHus npernaparamu I C kinacca — ¢pieka-
nHuIoM [336, 337] u sTanmsuaOM [338].

Cundpom Tumomu

Cunnpom Tumotu (unu LQTS8) — penkoe HaciencTBeHHOE 3ab0IeBaHuE,
Xapakrepusyercs ymmmHeHreM nHTepBaia QT, daTarpHBIMU apUTMUSIMU,
CUHAAKTUIIMEH, TUTIOTJIMKEMUEN, TUTTIOTEPMUEN, 3aMENIEHUEM YMCTBEH-
HOTO Pa3BUTHS, BPOKICHHBIMU IMOPOKAMHM CepIlia, UMMYHHBIM AeDUIIm-
TOM, BpOXXICHHBIMU aHOMAJIUSIMA Pa3BUTHS U ayTu3MoM. OTrcaHa Ipexo-
nsmas AB 61okaga Tuna 2:1, BoO3HMKaoIas BCJIEACTBUE YBETUYSHUS I~
TEJILHOCTH TIEPHOA PETIOJISIPU3ALINY XKETyT0OYKOB, a He BCJISACTBHE HapyIlle-
Hus TIpoBoauMocTy B AB-coenuaennu [339, 340]. Cunapom Tumotn acco-
muupoBaH ¢ Mytauusimu B reHe CACNAIC, konupyouieM [ 1-cyobeIMHUILY
KaJIbIIMEBBIX KaHAJIOB. MyTalus CIiocoOCTBYeT pa3BUTUIO BHYTPUKIIETOY-
HOM TIepeTpy3KN MOHAMHU KaJIbIIS BO BceX TKaHAX [341].

Tenemuueckue ocobennocmu cunopoma LQOT

1. 2 u3 5 HOCHTeNNelt MyTaHTHBIX ajuielieil He uMeloT yaanHeHus QT.
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2. [leHeTpaHTHOCTh HM3KAsl M pa3MyHa y Pa3HbIX TUIIOB CUHApOMA
LQTI<LQT2<LQTS3.

3. IleHeTpaHTHOCTb CYILIECTBEHHO YBEJIMUYMBAETCS MPU MPUMEHEHUU
cpencTB, yuuHsgomux uatepsait QT.

4. beccuMNTOMHBIC HOCUTENIM MATOJOTMYECKUX ayljieicii UMEIOT MEHb-
LKA pucK daTaJbHBIX ApUTMUIA, HO 3TOT PUCK CYILIECTBEHHO MOBBIIIACTCS
B Cilydae npuema jekapcts, yoauHsiomux uarepsai QT. [Ipumepro y 20%
0OJBHBIX, UMEIOLIMX BTopuyHOoe yimnHeHre QT, BBISIBISAIOTCS crienuduue-
ckue i LQTS myranuu.

5. Koppensaums Mexay TeHOTUIIOM M (PeHOTUIIOM MMEETCS TOJBKO Y
LQT1-LQTS.

6. Boicokasi reHeTHY€eCKasi FeTepOreHHOCTh: 13 reHoB, 6ojiee 760 MyTaliuii.

7. Hacnemyercsl mpenMyIieCTBEHHO ayTOCOMHO-TOMWHAHTHBIM ITyTEM, a
LQT1 u LQTS elie u ayToCOMHO-PELIECCUBHBIM.

8.5—10% ciyuyaeB curapoma LQT pa3BuBaeTcst BCASIACTBUE CITOHTAHHBIX
CIIOPaINYECKUX MyTALIUA.

9. 20—25% cnyuaeB cunagpoma LQT sBISIOTCS TeHETUYECKU HEYIOBU-
MBIMH, 9TO TpeOyeT IMOMCKA HOBBIX IIPUUMHHBIX MyTaIIUA.

10. V psina 60JbHBIX (GDUKCUPYIOTCS MyTallUM Cpa3y B HECKOJIbKUX TeHaX,
YTO MPUBOAUT K 00JI€€ BHIPAXKEHHBIM KJIMHUYECKUM ITPOSIBIEHUSIM 3300~
JICBaHMSI.

B Hacrosiee BpeMsl €CTh TEXHUYECKUE BO3MOXHOCTU MCCIeIOBaHUS
ITOJTHOM TIOC/IEIOBATEIbHOCTU KOIUPYIOIIEH YaCTH COOTBETCTBYIOIIIETO TeHA
[342—344].

Cmpamugurauyus pucka

Ha ocHoBaHMM 3HaHUS TEHOTUIIA, IT0J1a ¥ 3HaYeHNU nHTepBaja QT mpo-
U3BOAUTCS CTpaTU(UKALIMS PYCKA PA3BUTUSI CUHKOTIE, XKEJTYT0YKOBBIX apUT-
muii 1 BCC (ta6muia VII.11.1). [345, 346]. [IpoBeneHue Tecta ¢ husnueckoit
Harpy3Koii, KOTOPHBIil Y 00JIbHOTO C CHHKOIIATbHBIM COCTOSTHUEM B aHAMHE3e
MPOBOIIMPYET Pa3BUTHE MOJTUMOPGHOM KeJTyT0UYKOBOM TaXUKapaAUK U/ WIn
BBIpaxkeHHOE (00J1ee 520 Mc) yITMHEHIEe KOppeTnpoBaHHOTO MHTepBama QT
M anbTepaluio 3youa T, SIBIsieTCs JOMOIHUTEIbHBIM (PaKTOPOM, YTBEPKAAI0-
LIMM PUCK Pa3BUTUSI XKU3HEYrpoxaoux aputMuii [347]. EcTe enuHUYHbBIE
ITaHHBIC, KOTOPBIC YKA3BIBAIOT, UYTO TUIT MyTaIllUM MOXKET UMETh CYIIIeCTBEH-
HO€ 3Hau€HUe B ONMPEIeJICHUU ITPOrHO3a OOJIBHOTO M MOXKET OBbITh OCHOBA-
HueM a1 ipeBeHTUBo umrtantTauuu MKJI . 9to kacaercst mytauuu A341V
reHa KCNQ [348]. boasusie JLNS, cunnpomoM TUMOTH U IPYTUMH TOMO-
3UTOTHBIMU CUHIPOMaMU, MOABEPKEeHbI HanboJiee Bbicokomy pucky BCC
yKe B IETCKOM Bo3pacTe. Y OOJIBHBIX, pecaHMMUPOBaHHBIX Tocyie BCC, Han-
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Tabnuya VIIL11.1
CtpaTudpukaums pucka y G0nbHbIX ¢ BPOXAEHHbIM cuHapoMom LQT

Puck kapamanbHbIx QTc B nokoe leHotun Mon
coObITuin k 40 rogam
LQT1 MYX/KeH
Boicokuit (>50%) > 500 mc LQT2 MYX/KeH
LQT3 MyX
LQT3 XeH
CpenHwit (30-49%) g MZMSSOSS?: Me LQT3 MyX
LQT2 KEH
. LQT2 MyX
0,
Huakun (<30%) <500 mc LQT1 MyOIEH

OoJree HEOIATOTIPUSITHBINA ITPOTHO3 C OTHOCUTEILHBIM PUCKOM TIOBTOPHOM
OCTaHOBKM cep/lia, paBHbIM 12,9. PacnionoxeHue MyTalMu B mopooopasylo-
IIIEM pEeTrUOHe 0eJIKa CYNTACTCsI He3aBUCUMBIM FeHETUIECKUM (haKTOp prcKa
BCC, conoctaBumbiM ¢ yiyimHeHueM QTc>500 mc [349]. Puck cmepTu y 6ec-
CUMIITOMHBIX HOCUTEJIeH MyTaluii, mpuBoAsiux K passutuio LQT1, mak-
cuMaJieH B MoJIo1oM Bo3pacte [350].

Peicomeﬂaauuu no eeHemuvecKomy mecmuposaHuro

Kaace 1

1. PeKkOMeHIOBaHO BHITIOJTHATh TCHETUUECKOE TECTUPOBAHNE Ha HATMIHE
BPOXXIEHHOTO CMHApPOMA yIJIMHEeHHOTo nHTepBaia QT BceM AeTsIM U MOMI-
poctkam ¢ yminHeHreM uHTepBana QT na DKI mokos (QTc > 460 Mc y uig
>xeHckoro noia u QTc > 440 Mc y MycKoro), UMeIOIIMM OCHOBHbIE (hak-
tophl prucka BCC (HeoOBbICHMMbBIE CUHKOIIE, CEpASYHbIII apeCTOM B aHAM-
Hease, cemeliHblii aHamHe3 BCC), a Takke 1eTsIM, CTpagaloliM dnuerncuei
0e3 apdekra ot cneuunduueckoit repanuu (B).

Kaacc 1la

1. T'eHeTYecKOEe TeCTUPOBAHNE PEKOMEHIOBAHO BCEM OOJBHBIM, MMeE-
IOIIMM BBICOKOBEPOSITHBIN ArarHo3 LQTS, ocHoBaHHbBII HAa JaHHBIX aHAM-
Hesa, DKI-deHoTunmpoBanuu 3a6oeBaHMsI (HA OCHOBAHWUM BBHITTOJTHEH-
HBIX 12-KaHanbpHON DKI B TOKOE M/VMIH B XO1I€ IPOBeaeHUS (DYHKIIMOHATb-
HBIX TIp0O0 ¢ (U3MYECKOI HArpy3Koit nin nHdpysueit karexonamuHoB) (C).

2. 'eHeTYeCcKOE TECTUPOBAHWE PEKOMEHIOBAHO BCeM 0E€CCUMIITOM-
HBIM OOJIbHBIM, Y KOTOPBIX Ha cepuM 12-kaHanbHbIX DKI' mokost BbIsIBISI-
ercsa QTc>480 mc (metn) mu QTc>500 Mc (B3pociibie) B OTCYTCTBUM 3a00-
JIEBAaHWI WK COCTOSTHUI, CITOCOOHBIX BhI3BaTh yIJIMHeHNEe nHTepBaga QT
(Takux, KaK 3JeKTPOJUTHBIE HAPYIIEHUSI, TUTIepTpodus MUOKapaa, 6J1oKana
Hoxek myuka ['mca u .1.) (C).
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3. Ecniu reHeTHUYecKoe uccaenoBaHue y mpodaHia MpUBEsIo K BbISIBACHUIO
MyTaluu, oTBeTcTBeHHOM 3a LQTS poncTBeHHUKaM MepBOil U BTOPOI CTe-
MEeHU POACTBA, HE3aBUCHMMO OT KJIMHUYECKOTo (heHOTUIIa, TOKA3aHO CeJIeK-
TUBHOE TeHeThuueckoe TectupoBaHue (C).

Kaacc ITb

1. ITpu BeIsIBNeHUM yuauHeHuss QT, BbI3BAaHHOTO MPUMEHEHHUEM JIeKap-
CTBEHHBIX IperapaToB, TCHETUICCKOE TECTUPOBAHUE MPEIOCTABIISIET BO3-
MOXXHOCTb BBISIBUTh HOCUTEIBCTBO MYTAaIlMii, OTBETCTBEHHBIX 3a TEPBUY-
Hele hopmer LQTS (B).

2. Ecimm oTCyTCTBYET BO3MOXKHOCTD TECTUPOBAHUS BCeX M3BECTHBIX MyTa-
LIUIA, BO3MOXHO MPOBEIEHUE CEJIEKTUBHOTO aHAIN3a FTeHOB, OTBETCTBEHHbBIX
3a LQT1-3 (KCNQI1, KCNH2, SCN5A) (C).

3. 1711 pOACTBEHHUKOB OOJIbHBIX 1—2 cTerneH! ¢ BTOPUYHBIM CUHAPOMOM
yaauHeHHoro uHTtepsana QT pekomeHayeTcs BbIMoaHeHUe 12-KaHaabHOM
OKI nokos (C).

Ilpogpusakmuxa BCC

N3menenus odpa3a xku3uu. Eciii reHOTUIT CUHApOMA YCTaHOBJICH, TO U3Me-
HeHMe 00pa3a XKMU3HU PEKOMEHIYETCsI IPOBOIUTD C YUETOM BIIMSHUS CITEII-
NPUIECKUX TPUTTEPHBIX MEXaHU3MOB (DaTaTbHBIX UCXOHOB [345, 351—-354].

bonpabiM ¢ LQT1 u LQTS pekoMmeHmyeTcs: MAaKCUMAJIbHO OIpaHUYUTD
du3nYecKre Harpy3Ku, 0COOCHHO COCTSI3aTEIbHYIO CIIOPTUBHYIO ACSTEThb-
HOCTH [355], maBaHUe, CIIPUHT, TAaHIIBI WJIK OCYIIECTBIISITh UX IO HAOJIIO-
IIEHUEM Bpaya.

Bonbubiv ¢ LQT2 1 LQT6 cieayet uzberaTh BO3ACACTBHS CUIIBHBIX 3MO-
Uit (CTpax, 3JI0CTh, TJ1ay, 9K3aMeHBbI ), BHE3AITHBIX aKYCTUYECKUX CTUMYJIOB
(6ymuIIbHUK, CUTHAJT aBTOMOOUJISI, 3BOHOK TeJie(hoHa), 0COOEHHO BO BpeMsI
cHa. [IJ1d HUX TakoKe SIBJSIETCS] BHICOKO PUCKOBBIM B OTHOILLIEHUN Pa3BUTUS
KapauanbHbIX coobiThil (KA, BCC) nocneponossiit nepuoa. Kpome toro,
TPUTEPPOM MOKET SIBUThCS TIPUEM JIEKapCTB, YIIUHSIOIMUX uHTepBai QT
[356]*. Cnenyer u3beraTh IpreMa MUILIEBbIX J00ABOK C HEOIpeaeIeHHbIM
XUMHMYECKUM COCTaBOM.

Jleyenne. Ha ocHoBannu 3HaHus reHoTruna cuaapoMa LQT ocymiecTnisi-
eTcsl TIoa00p MHANBUAYATLHOM TepalleBTUUECKON CTpaTeTUH, BKIIIOYAsT He
TOJIBKO PEKOMEHIAIIUM IT0 U3MEHEHUIO 00pa3a XKU3HU, HO U 110 TIPUMEHE-
HUIO CITenu(pUIecKUX JIeKapCTBEHHBIX TIperrapaToB U uMIntaHTanu MK
[342, 357—359].

CBoeBpeMEeHHO Ha3HauYeHHasi MeIMKaMEHTO3Hasl Tepanus (MperumMyIie-
CTBEHHO OeTa-0JIOKaTOPHI) TIPeIOTBpalIacT CHHKOIIE boiee yeM y 87 % 60J1b-

* — mIepeyeHb MEIMKAMEHTOB COIEPKUTCS Ha caiite www.qtdrug.org.
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HbIX. OnHako (3-ageHoba0KaTopbl MeHee 3 GhEKTUBHBI Y O0IbHbBIX C TEHOTH -
nom LQT2 u Boob111e He 3(pheKTUBHEI (1 Jake MPOTUBOIIOKA3aHbI) y 00JIb-
HbIX ¢ reHoTroM LQT3 [360].

Mmmnantauus UK/ siBasieTcs MeToI0M BIOOpA AJIsl JIeUeHUsI TAKUX 00J1b-
HBIX TIPU 3IIM300aX CEPICYHOTO apecTa B aHaMHe3¢e U IpH Hed(PEeKTUBHO-
CTU KOHCEpBaTUBHOM Teparmu [342, 360].

Xupypruaeckoe yaajJeHue JeBOro 3Be319aTOro TaHIIMS, IIPOBEICHHOE C
IIeJIbIO YCTPAHEeHUST aCCUMETPUIHOM CUMITATUIeCKOI BereTaTUBHOI MHHEP-
BallMU CEPILA, SIBISIIOLIEHCS apUTMOTEHHBIM (haKTOPOM, TPUBOJIUT K HEKO-
TopoMy yKopoueHuto uHTepBaia QT [361] .

beccuMNTOMHBIM HOCUTESIM MyTallUii MOXET ObITh PeKOMEHIOBaH IPO-
(pumakTnyecknii mpreM 6eta-610KkaTopoB [358, 359].

Pekomendayuu no npogpurakmuxe BCC

Kaace 1

1. BoJIbHBIM € YCTaHOBJIEHHBIM TMarHO30M (KJIMHUYECKU U/WJIY C TIOMO-
B0 MOJICKYJISIPHO-TEHETHUECKOTO UCCIICAOBAHNS ) CHHIAPOMA YINIMHEHHOTO
uHTepBana QT pekoMeHmyeTcs U3MeHeHre obpasa xu3Hu (B).

2. bonbHBIE C YCTAHOBJICHHBIM IMATHO30M (KIMHUYECKU U/WJIA YyCTAHOB-
JIEHHBIM C TIOMOUIBIO MOJIEKYJISIPHO-TEHETUIECKOTO MCCIIeIOBAHUST) CUH-
JIpoma yIamHeHHoro nuHTepBayia QT He JoJKHBI IPUHUMATD JI€KapCTBEHHbIE
TpenapaThl, KOTOpPBIC BEI3BIBAIOT yaInHeHNe nHTepBaia QT (B).

3. B uensx nepsuunoii npodunaktuku BCC 601bHBIM ¢ AUAaTHO30M CUH-
npoma ymnmuHeHHoro uHtepBana QT (LQT3), ycTaHOBIEHHBIM C TIOMOIIBIO
MOJIEKYJISIPHO-TEHETUIECKOTO MCCIIeOBAHNSI, PEKOMEHIyeTCsS UMIUIaHTa-
s MK (B).

4. B uensx BropuuHoii podwiaktuku BCC nanueHTaM ¢ TMarHO30M
cuHapoma yamHeHHoro nHTepBasia QT (LQTI1, LQT2, LQTS u LQT6),
YCTaHOBJICHHBIM C TIOMOIIIBIO0 MOJIEKYJISIPHO-TEHETHIECKOTO UCCIICIOBAHMS,
MMEIOIIUM yKa3aHWsl B aHaMHe3e Ha 311301 CepACYHOro apecTa (0CHOBHOM
(akTop pucka) pekoMmeHayercst umruiantauust MKJI (B).

Kaacc Ila

1. bera-agpeH0OI0KaTOPHl PEKOMEHAYIOTCS MallMeHTaM C AMarHO30M
cuaapoMa ymmnHeHHoro nHTepBaia QT (LQT1 u LQTS), ycraHOBICHHBIM
C TTOMOILbIO MOJIEKYJISIPHO-TeHETUYeCKOro ucciaenoanus (B).

2. Ha3zHaueHwue rperaparoB Kajausi peKOMEHIyeTCs ITallieHTaM C TMarHo-
30M cuHIpoMa yamHeHHoro nHTepBaia QT (LQT2 u LQT6), ycraHOB/IEH-
HBIM C TIOMOIIBIO MOJIEKY/ISIPHO-TeHETUYEeCKOTo rccienoBaHus (B).
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3. Haznauenue AAII IB kacca pekoMeHyeTcs MalueHTaM ¢ AMarHo30M
cuHapoma yaamHeHHoro uHtepBaia QT (LQT3), ycTaHOBICHHBIM C TIOMO-
LIbIO MOJIEKYJISIPHO-TE€HETUYECKOTO UCCAEIOBaHMS.

4. Ummnantanus MK/ onpaBaaHa nalmeHTaM ¢ KIMHAYECKUM AUarHo-
30M CHHApOMA yIJIrnHeHHOTO nHTepBaia QT ¢ HammImeM OCHOBHBIX (haKTO-
poB pucka BCC (cuHKorme u/uin KeayaouKoBble apuTMUK) Ha (poHe mpu-
emMa 3-anpeHobaokaTopos (B).

Kaacc ITb

1. biokaropsbl KaibLueBbIx KaHaioB U AATIT IB kitacca MoryT ObITh Ha3Ha-
YeHHI TTalleHTaM ¢ JUaTHO30M CHHApoOMa yIJWHeHHOTO mHTepBaima QT
(LQT2u LQT6), ycTaHOBJIEHHBIM C IOMOILbIO MOJIEKY/ISIPHO-TEHETUYECKOTO
uccaenoBanus (B).

2. beccMMIITOMHBIM HOCUTEISIM IIPUYIMHHBIX MyTaIIAi MOXKET OBITh PEKO-
MEHIOBaH MpoduIaKTUIeCKuli mprem oeta-610KkaTopoB (B).

3. JIeBOCTOPOHHSISI CUMITATIKTOMMSI MOXET 00CYKAAaThCsl Y OOJBHBIX C
KJIMHWYECKAM ITMArHO30M CHMHIpOMa yIUIMHeHHOTo mHTepBanma QT, mme-
oKX ocCHOBHBIE (pakTOphl pucka BCC (yka3zaHus B aHaMHe3e Ha 3MU-
301 cepaeyHoro apecta, KT mo Tumny «nupyaT») Ha (poHe npuema OeTa-
anpeHobsiokaTopos (B).

Kaace IIT

1. Ha3zHauyeHue 6eTa-010KaTOpOB U HUKOpaHAMIa TPOTUBOIIOKA3aHO 00JIb-
HBIM C IUarHO30M cuHapoma yauHeHHoro uHrepsaia QT (LQT3), yctaHoB-
JICHHBIM C TIOMOIIIbIO MOJICKYJIIpHO-TeHeThYecKoro uccienoBanus (C).

VII.11.b. Cunopom ykopouennozo unmepeana QT

Cunapom ykopoyeHHoro uHtepBaia QT (SQTS) — reHeTuyecku o0y-
CIIOBJICHHOE 3a00JIeBaHIE, XapaKTepu3yIoleecsl YKOpodeHNeM, KaK abco-
moTHoro (QT < 300 — 340 mc), tak u KoppurupoBanHoro (QTc < 320 mc)
3HaueHMs MHTepBajia QT, BBICOKUM, CHMMETPUYHBIM, OCTPOKOHEUYHBIM 3y0-
oM T 1 60JIBIINM CIIEKTPOM HapyIeHuit cepaeaHoro putMa ot PIT mo KA.

Oomopok 1 BCC 00bIYHO clTydaroTcsl B COCTOSTHUM TIOKOSI MJIA BO CHE.
Oo6mopok npu cunapome SQT BcTpeuaeTcst MeHee yacto, ueM BCC, kotopas
SIBJIICTCS TICPBBIM TTPOSIBIICHUEM 3a00JIcBaHNS Y OOJBIIMHCTBA ITAIINEHTOB.

Huarnoctuueckue kpurepuu SQTS [362], ocHOBaHHBIE Ha OaJbLHOM
OLIEHKE KJIIMHWUYECKUX TaHHBIX W JAaHHBIX TeHOTUITMPOBAHMUS, TIPEICTAB-
JeHsl B TabmmmeVILL11.2.

IIpu 3TOM cMHApPOME OTMedaeTcsl OciaabJeHUe afanTallii WHTepBaia
QT x uzmeHeHusm YCC, 1 Mo3TOMY €ro u3MepeHusi 11eJecoodpa3HoO OCy-
wectBiATh npu YCC okojio 60 B MUHYTY /IS UCKIIIOUEHUST UCKAXKEHUS
pe3yabTaToOB, BHOCUMBIX (popMyoii Koppekuuu bazerra. Heobxonumo
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Tabnuya VII.11.2
OunarHoctuuyeckue kputepum SQTS

[lmarHocTU4eckue KpUTEpUU Bannbl
[Onuuna QT,, ms <370 1
<350 2
<330 3
WHTepBan oT Touku J 4O MakcumanbHoro ypoBHs (nuka) T <120 ms 1
AHamHe3
CeppaeyHblil apecT B aHamMHese 2
[okymeHTupoBaHHas XXT unu ombpunnaumns xenynoukos 2
CwHkone 6e3 SIBHbIX NPUYKH 1
MepuatenbHas aputmMus 1
CemeliHbll aHaMHe3
PopcteeHHNKM 1-1 1 2-11 IMHUM POACTBA, UMELOLLME BbICOKOBEPOSTHBIN SQTS 2
BHesanHo Heo6BbACHUMO ymMepLune POACTBEHHUKMN 1-i1 1 2-11 NHWK POACTBA 1
CvHOpOM MNnafeHYeckol BHe3anHom cMepTu 1
leHomun http://www.sciencedirect.com/science/article/pii/S0735109710047212 - tblfn5
BbisiBrieHa onvcaHHas paHee MyTauus 2
MyTaums HenaBecTHOI 3Ha4MMocTL, BhisiBrieHHas B reHax KCNH2, KCNQ1, KCNJ2 1
OueHka sepossimHocmu duazHo3a SQTS
Hannuve STQS BbICOKOBEPOSITHO 4 v 6onee
Hannune STQS BeposiTHO 3
Hanuune STQS manoBeposiTHO 1-2

HMCKITFOUCHIEe BTOPUIHOTO XapaKTepa M3MEHEHMH, TaK KaK K YKOPOUCHUIO
nHTepBaia QT MOTryT IpUBOIUTH TaKME COCTOSIHUS KaK TUIIePKaIbIIE-
MUSI, TUTTIOKQJIMEMMUST, THTOKCUKAIIUSI CepASYHBIMM TJIMKO3UIAMU, allua03,
TUIIO- WJIW TUIIepTepMMUsl, TpueM HEeKOTOpbiX AAT (MUKCEIUTUH, TOKau-
Hun). PacnpoctpanenHocts SQTS He usBecTHa.

3a pa3BUTHE TUIWYHBIX KIIMHUIYECKUX TTPOSIBIICHU BPOXICHHOTO CHH-
npoma SQT OTBeTCTBEHHBI MyTallMU B 5 pa3IMYHBIX TeHAX, HA OCHOBAaHUM
Yero BbIAEISIOT 5 reHoTuroB cuHapoma SQT. DTo MyTtanum B 3-X reHax
KanueBbix kKaHanoB (KCNQI, KCNH2, KCNJ2) n 2-X reHax KaJbLUEBBIX
kaHanoB (CACNAIC, CACNB2B). CrenctBreM 3TUX MyTalldii SIBJSIETCS TMOO
yBeJIMYeHNE KOHIICHTPAIlMM MOHOB Kalus B KJIETKE, TUOO YMEHBIICHUE
KOHIICHTPAIIM NOHOB KaJIbIINS, YTO IIPUBOIUT K YKOPOUYCHMIO ITOTCHIIAJIA
neiicTBus B KapauomuonuTax. I'enotunsl cunapoma SQT, cBsizaHHBIE €
MYTalLMSIMU B T€HaX KaJbIIMEBBIX KaHAJIOB 00s13aTeJIbHO (PEHOTUITHYECKU
coueTaroTcs ¢ cuHapomMoM bpyrana. [TpumeHeHre XuHUIMHA MOXKET BOCCTA-
HaBaMBaTh NporokuTessbHOCTE QT [363]. EXMHCTBEHHBIM METOIOM IIPO-
dunaktukn BBC asasierca umrmuiantauus MK/ [364]. lenernueckuii aHa-
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JIN3, TIO-BUIMMOMY, HE HEeCeT MOIOJHUTEIbHONW MHGOPMAIlM B OTHOIIIE-
HuM pucka pasputust BBC.
T'enetnueckue ocodbennoct SQTS
1) HU3Kas MEHEeTPAaHTHOCTD;
3) BO3MOXHO 0€CCUMIITOMHOE HOCUTEIHCTBO MATOJIOTMYECKUX aJlJIeIei;
4) KOppeISIIns MeXKIy TeHOTUIIOM U (PeHOTUIIOM OTCYTCTBYET;
5) BbICOKasl FTeHeTUYecKasl FeTepOreHHOCTh: 5 TeHOB, 0oJiee 5 MyTalluii;
6) HaclemyeTcst ayTOCOMHO-TOMUHAHTHBIM ITyTEeM;
7) BO3MOXHBI CITOpaInyecKue ciydau.

Pezcwwem)auuu no ceHemu4ecKkomy mecmupoearuro

Kaace Ila

1. l'eHeTUYECKOE TECTUPOBAHME CJICIYET BBIIOJHSTD JJIsI YTOUHEHUS
IMarHo3a y OOJIbHBIX C HU3KOM U MPOMEXYTOYHON BEPOSITHOCTBIO HAJIMU-
yust SQTS (C).

Kaacc ITb

1. TectupoBaHue POACTBEHHUKOB 00JIbHOTO PEKOMEHI0BAHO IIPU BbISIB-
JIEHUU TMaToreHeThuueckoi myrauuu y npoodanaa (C).

Pexomendayuu no npogpusaxmuxe BCC

Kaace I

1. B nensx sropuunoii npodunaktuku BCC 60JbHBIM ¢ TMarHO30M CUH-
IpoMa yKopoudeHHOro mHTepBajia QT Mmpyu HaIWIUKM OCHOBHBIX (DaKTOPOB
pucka BCC (cepaeuHbiii apecT B aHaMHe3€, CUHKOIE, UHAYLUPOBAHHbIE
B xojie nposeneHust 5HTI0DMDU ycToitunuBbie TeMOIUMHAMUYECKH 3HAYMMBbIE
KHP) pekomennosana umrutantauust MK (C).

Kaacc Ila

1. ITarmmeHTaM ¢ BBICOKOBEpPOATHBIM nuarHo3oM SQTS pekomeHmyeTcs
ummiantauust UK/ (B).

2. HazHaueHune XMHMIMHA MOXKET ObITh 9((HEKTUBHBIM MIJISI CHUKEHUS
pucka BCC y mallmeHTOB ¢ CHHAPOMOM YKopodeHHOTO nHTepBaia QT, eciu
Bo3MoxkHOCTh uMIiaHTaunu MK/ orcyreryet (C).

VIL11.B. Cunopom bpyzaoa

Cunapom bpyranga (BrS) — reHeruuecku oOyclioBlIeHHOE 3a00jieBa-
HUe, pa3BUBaOIIeecs BCICACTBIC aHOMATBHOM 3JIeKTPO(GU3NOIOTNIeCKOM
aKTUBHOCTHU 3MUKap/a IMPaBOro XKeJyaouka B 0071aCTH BBIHOCSIILIETO TPaKTa.

Cunxkone n BCC nipu cunapome bpyrama yacTo BO3HMKAIOT B COCTOSTHUY
TTOKOSI WJIM BO BpEMsI CHA.

CunapoMm bpyraga xapakrtepusyercs crienupuyeckum DK -nmatrepHom:

— IOCTOSIHHAS WM TPaH3UTOPHAsI 0J10Kaaa MpaBoii HOXKHM ITyuka ['uca;
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— noabéM cerMeHTa ST (Touku J) B otBeAeHUsIX V1—V3 (BbLACISIOT TPU
OKTI'-tuma);

— UHBepTUpOBaHHLIH 3yoel T B orBeaeHusx VI—-V3;

— MepruoanyYecKoe yaanHeHue nHtepsaia PQ;

— napokcu3Mbl KT Bo BpeMsi CUHKOIIE;

— «3ICUJIOH» — BOJIHA B OTBeeHUM V1 B BUE «3a3yOpHHBI» Ha CETMEHTE
ST (B 30% cmydaeB).

ToyHas creneHb pacIpoCTPaHEHHOCTH CMHApoMa bpyrama HemsBecTHa.
B cpenneM B Mupe BpoxIeHHbII CUHAPOM bpyrana BcTpeyaeTcst ¢ 4acToToM
1—60:10 000, B Esporte 1:10 000, mpryem B omHo 13 obacteit bexbrum 1:100
000. B EBpornie cunapom bpyrana yaiie BeISIBJSIETCS Y IPEACTaBUTENIEH «KaB-
Ka3CKOro» 3THMYECKOro Tuma (BbIXOALbl U3 ctpaH BoctouHoii EBporbl). B
crpanax FOro-BocTtounoit A3uu u JlanbHero Bocroka > 5 Ha 10 000, ocobeHHO
B Taunanne, Ha @umnmnuHax u Sinonuu. B Tannanme exeronHo yMupaor oT
aroro cuHapoma ~ 2500 yenoBek. B Poccuu yactoTa peructpariuy 3Toro 3a60-
JIEBaHMSsI IPMMEPHO COOTBETCTBYET eBporieiickoi [365]. M3BecTHO, 4TO CHH-
npom bpyrana He 3aperucTpupoBaH y abpo-aMeprKaHIIeB.

OmcaHoO HeCKOJIbKO KIIMHNYSCKIX BApHMaHTOB CHIpoMa bpyrana:

1. Knnaccuueckue nzoaupoBaHHble u3MeHeHus Ha DKI;

2. CuHkore co cneuuduieckumu n3MeHeHusiMu Ha OKIT';

3. Cunkorne 6e3 crieurduueckux nameHennii Ha DKT;

4. CkpnITast popMa — «HEMOE», JaTEHTHOE TeUeHUE.

3a pa3BUTHE TUINYHBIX KIIMHUYECKUX ITPOSIBIICHII BPOXKICHHOTO CHHIPOMA
Bpyrana oTBeTCTBEHHBI MyTalluy B § pa3IMYHBIX TeHAX, HA OCHOBAaHUM Y€ro
BBIIEJISTIOT 8§ TEHOTUIIOB cMHIIpoMa bpyrana. O1o MyTaiim B 3-X reHax HaTPUEBBIX
KkaHanoB (SCNS5A, SCNIB, SCN3B), 2-x reHax KaaueBbix KaHaoB (KCNE3,
KCNJS), 2-x reHax kanblLueBbiX KaHanoB (CACNAIC, CACNB2B) u onHOM reHe
ruepod-3-gocedar aervaporeHassl 1 Tuna (GPD1L). CnenctBrieM 3TUX MyTaLvid
SIBIISIETCST TUOO CHIKEHUE KOHIIEHTPALIMM MOHOB HATPUS U KAITBIIUS B KJIETKE,
JIM00 yBeTMUeHUE KOHLIEHTPAIIMM MOHOB KaJIMsl, YTO CIIOCOOCTBYET CEJIEKTUBHOMY
YKOPOUEHUIO ITOTEHIIMAA IEMCTBHSI SIIMKAap/a IIpaBoro xenymnodka [ 342, 366]. B
Poccuu umeeTtcst orpaHUYeHHBIN OITBIT FeHOTUITMPOBAHNS OOJIBHBIX C CHHIIPOMOM
Bpyrana, omHako Kak MUHUMYM B TPETH CJTyJaeB UMEIOT MECTO MYTallK B I'eHe
SCN5A, ripy1 5TOM BCe BBISIBIEHHBIE MYTALIN PaHee He PErMCTpUpoBaich [367].

Cmpamugukauus pucka

[IpegukTopaMu HeOIATOIIPUSTHOTO UCX0a ITpu cuHIpoMe bpyrama sBiisi-
FOTCST MY>KCKO1 T10J1, CUHKOIIE WJIM BHE3aIHasl CMEPTh B CEMEITHOM aHaMHe3e,
CITOHTaHHBIN TToabeM cerMeHTa ST B orBeneHmsax V1—V3 B KoMOMHAaIIMM ¢ CUH-
KOIIe, CITOHTaHHbIe M3MeHeHus cermeHTa ST u nepsbiit DKI-Tum cunapoma.
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B xone nposenenust sHI0DDPU y 6016HBIX ¢ cuHIpOMoM bpyrama moryT
WHAYLIUPOBATHCS TEMOIMHAMUYECKU 3HAYMMBbIE XKeTyTOYKOBbIE TaXUAPUT-
MMU, KOTOPbIe HEPEAKO BepUMUIIMPYIOTCS OOJbHBIMU KaK KJIMHUYECKUE.
Tem He MeHee, sHT0D DU Heb3s1 CYNTATh «30JI0THIM CTAaHIAPTOM» TP IPO-
BeneHuu ctpatudukanuy pucka BCC, nuarHoctuyeckast 1IeHHOCTb 3TOTO
KCCiIeIoBaHMs HeBearKa [368].

JaHHBIX, KacalolIuxcs pyTUHHOTO TIPUMEHEHUSI TeHOTUITMPOBAHUS TSI
orieHKU prcka BBC HeT. B onHOi#1 13 paboT ObL10 MOKa3aHo, UTO HATMYME MyTa-
uii B reHe SCNSA, conpoBoxaatolyecs: norepeit pyHKIUM 3TOr0 MOHHOTO
KaHaJjia, MOXeT CBUICTEILCTBOBATh O HEOJIarorpusITHOM ITporHose [369].

I'eHeTHyecKue ocoGeHHOCTH cHHApomMa bpyrana:

1. Huskag nienerpantHocTb (~25%);

2. crionp3oBaHMe 0JIOKATOPOB HATPHEBBIX KAHAJIOB (aiiMaIvH) 11T UIACH-
TU(UKALMY IOPAXKEHHBIX JIIOEi YBeJINYMBAET IEHETPAaHTHOCTD 10 80%;

3. Bo3MOXHO 6eCCUMIITTOMHOE HOCUTETBCTBO TTATOJIOTUICCKIUX aJlJIeseit;

4. Koppensuus ¢ GeHOTUTIOM UMEETCST He TIPHU BCeX TeHOTHUIIaX;

5. Beicokasi reHeTuUecKasi reTeporeHHOCTh: 8 TeHOB, OoJiee 400 MyTaluii;

6. Hacnenyercst ayToCOMHO-TOMUHAHTHBIM ITYTEM.

7. Tonbko y 25% nauyeHToB 0OHAPYKMBAIOTCSI OIIMCAHHbIC MYTallUM.

PeICOMeHaaL(MLt no 2eHemMuU4eCKomMy mecmupoearHuro

Kaace I

1. PekoMeHIOBaHO BBIMOJHATH T€HETUUECKOE TECTUPOBAHUE Ha BPOXK-
NeHHbIA cuHapoM bpyraga BceM AeTSIM U MOAPOCTKAM MPU HATUYUU CIIell-
npunuyeckoro DKI-nmarrepHa, y KOTOPLIX UMEIOTCSI TaKWe OCHOBHBIE (haK-
Tophl pucka BCC, KaK 3mm301abl CMHKOITE, CEPICYHBII apecT B aHaMHe3e,
XKHP, ciryadan BCC B cembe (B).

Kaacc IIb

1. Unentuduxauus tuna mytaunu B reHe SCNSA MoKeT qaTh JOMOJHU-
TeJbHYI0 MH(bOopMaluio 1o nosoay pucka passutusi BBC (B).

2. TectupoBaHue pOACTBEHHUKOB 00JbHOIO PEKOMEHIOBAHO MPU YCII0-
BUU BBISIBJICHUS TATOT€HETUYECKOM MyTallMK Y MpoOaHa.

Kaacc IIT

1. l'eHeTMYECKOE TECTUPOBAHME HE TTOKA3aHO 0€CCUMITTOMHBIM MallMeH-
TaM Ipu Hammauu opyragonomooHoro DKI-marrepHa 2 uinu 3 Tura.

Pexomenoauyuu no npogpuraxmuxe BCC

Kaace 1
1. IMamueHTaMm ¢ AMarHo3oM cuHApoMa bpyrana, ycTaHOBIEHHBIM KJIM-
HUYECKU M/WJIA Ha OCHOBAHMU MOJIEKYJISIPHOIO aHa/IM3a, UMEIOIIUM yKa-
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3aHUS Ha 330/ CEPIEYHOTO apecTa B aHaMHe3e (OCHOBHOI (haKTop prcKa
BCC), pexomennoBana numrutanTanust MKJI (C).

Kaacc Ila

1. ITammeHTam ¢ cuHAPOMOM bpyrama co CIIOHTaHHBIM ITOABEMOM CET-
MeHTa ST B otBeieHUsAX V,—V;, UMEIOIMM yKa3aHUs B aHAMHE3€ Ha SIU301bl
cuHKoIIe (0cHOBHOI1 (hakTop prcka BCC) n BepuuipoBaHHBIMU ITPUINH-
HbIMU MyTauusiMu B reHe SCNSA, pekomengoBaHa umriantauust MKJI (C).

2. KitmHnaecKmit MOHUTOPHWHT YaCTOTBI CIIOHTAHHOTO ITOAbeMa CeTMEeHTa
ST uenecoodpa3HO MPOBOAUTD Y MALIMEHTOB, KaK C KIMHUYECKUMU MTPOSIB-
JICHUSIMU 3a00JIeBaHUsI, TaK 1 0¢3 HUX, Y KOTOPBIX MoabeM cermeHTa ST Bo3-
HUKAaeT TOJIbKO B PE3YJIbTaTe BBHIMOJHEHUS TIPOBOKAIIMOHHBIX (hapMaKoJI0-
ruueckux rnpod (C).

3. UmmnanTtauus MK mokasaHa mamueHTaMm ¢ cuHapoMmoM bpyrama u
XOPOIINM (DYHKIIMOHAJTEHBIM CTaTYCOM, OJIaTOITPUSITHBIM ITPOTHO30M BBIKM-
BaHUs B TeUeHMeE Toa 1 0oJiee, y KOTOphIX Obuta BepudunmponaHa KT, He
NpuBeAIIast K OCTAHOBKE cepAeuHo-cocyauctoit aesiteabHoctu (C).

Kaacc IIb

1. IMpoBeneHue s3HT0D DU MOKeT 00CYXIAThCs ST CTpaTU(UKALIUN
pHCKa Y IMallMeHTOB ¢ CHHAPOMOM bpyrama co CITOHTaHHBIM ITOIBEMOM CeT-
meHTa ST, 6e3 mytauuu B reHe SCNSA 1 Kakux-1100 KIMHUYECKUX MTPO-
sapieHuit (C).

2. XMHUIMH MOXET IIPUMEHSIThCS 111 YMEHBIIICHMS BRIPaKEHHOCTH 2J1e-
Baumu cerMeHTa ST M JIeUeHUS «apUTMHYECKOTO IITOPMa» Y IaIleHTOB C
cunapoMmoMm bpyrana (C).

Kaace 11T

1. bonbHBIM ¢ cuHApOoMOoM bpyraga mporuBornokazaHo HazHaueHue AATT
IC knacca (Bkitouast pekauaun u nponadeHoH) u A kiacca (BKioyast
MIPOKAMHAMMUI Y TU30ITMPAMUI).

VIIL11.I: Kamexonamunepeuueckasa nonumoppnasn
HCeNYO0UK0BaAs MAXUKAPOU

KarexonamuHepruyeckasi moaumopdHas XeayaoukoBasi TaXuKapausi
(KITKT) — 270 HacaeACTBEHHbII CUHAPOM, XapaKTePU3YIOIIUIACS 2JMEKTPU-
YeCKO HeCTaOMIBbHOCTBIO KapIMOMHUOILIMTOB, BOZHUKAIOIIEH BCIEICTBUE
OCTpPOI aKTMBALIMY CUMITATHYECKOM HEpBHOI crcTeMbl (Ha (hoHE huzmue-
CKOW MJIY 9MOLIMOHAJILHOM HArpy3KM) U TPUBOASIINI K BHE3AITHOM CMEPTH.

Ha DKI nokost BHe IpUCTyIa HE UMEETCsI KaKUX-JI100 MaToJOrM4ecKmuX
W3MEHEHMI. ApUTMMS MOKET OBITh BOCITPOM3BEICHA ITPU ITPOBEACHUM TeCTa
¢ (pu3nyeckoit Harpy3Koi Uanu MeIUKaMeHTO3HBIX MPO0 ¢ BHYTPUBEHHbBIM
BBeJeHUeM KaTexoJaMuHOB. CooTBeTcTBeHHO, 60bHBIM KITXKT Tpebyercs
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orpaHmyeHue GU3NIECKOI HArpy3KH, TAKUM JIIOISIM KaTeTOPUIECKU 3aTpe-
1LIeHO 3aHUMAaThCs criopTom [370].

Jlnst neteii co 310KauecTBEHHOM, cuHKonaibHo hopmoii KITKT, BeisiB-
JICH PsiI 0COOEHHOCTE CUHYCOBOTO pPUTMa, KOTOPBIE MOTYT CITOCOOCTBOBATh
paHHeMYy, TOKJIMHUYECKOMY BhIsIBIeHUIO 001bHbIX ¢ KIT2KT B monmymnstiym.
Dmu ocoberHocmu cocmaesasrom xapakmepruiii IKI-nammeph:

— MOCTOSTHHOE WJIM TPaH3UTOPHOE YKopodeHne nHTepBaia PQ (< 0,11c)
6e3 apyrux OKI nposienuit WPW-cunapoma;

— CUHYcoOBasl OpaguKapausi;

— BBICOKMI MpkagHbiii nHaekc npu XM-OKT (> 1,45).

Brinensior 2 renotuna KITXKT. Tlepsoiii reHotun KITXKT (CVPT1) cs-
3aH C MyTallMsSIMU B TeHe paHOAMHOBBIX perienTopoB RYR2, Bropoii reHoTHIT
KITXKT (CVPT?2) cBsizaH ¢ MyTallMsIMU B TeHe KajibcekBecTprHa-2 (CASQ?2).
B pe3synpraTe IpoOMCXOOUT YCUIIEHHOE BHICBOOOXIECHNE MOHOB KaJbIIUSs
M3 CapKOIIa3MaTHUECKOTO PETUKYJIIyMa B OTBET Ha BXOI MOHOB KaJIbIIMSI
B KJICTKY, BBI3BIBAS TIEPErPy3Ky KJIETOK MOHAMU KaJIbILMS, YTO BBI3BIBACT
obpaTHOe HafpaB/ieHe aKTUBALlMU CTEHKHU KeJTyT0YKOB, YCUJIMBAeT TpaHC-
MeMOpaHHYI0 TUCTepCcUIo perosgpusanuu u 3amyckaet 2KT mo MmexaHU3My
MOBTOPHOTO BXOJa 3JIEKTPUUECKOTO BO30YKAeHUs, T.€. pe-eHTpu [371, 372].
bera-610KaTophl MHOTAA HE MpeAOTBpaIIaloT apuTMuu. EcTh ykazaHus Ha
3 GEeKTUBHOCTD IPUMEHEHUS BepariaMuia, BOSMOXKHO HETOCPEICTBEHHO
B3aMMOJICHCTBYIONIETO C PUAHOIWHOBBEIMH PEIICTITOPAMM.

B pazsutnu KITKT mpenmomnaraercs yaactre U Apyrux reHoB. CuuraeTcs,
yTo MyTauus B reHe KNJ2 cBsizaHa He TOJBKO C pa3BUTUEM CUHIpOMA
Annepcena/LQT7, Ho u c mprumHoii KITXKT 3 renorura (CPVT3.) Y onHoro
6osbHOTrO ¢ KITXKT onucana MmyTtauusi B reHe aHKMpUHa-B, KoTopas Takke
HMMEET MECTO MPU pa3BUTUU CUHIpOMa yITMHeHHOro uHTepBaia QT 4 tumna
[373]. BoamoxxHO, MmyTaiiuu B TeHe RYR2 o0yciaBauBalOT TaK Ha3bIBaeMbIi
CHHIPOM BHE3aITHO# cMepTH y MiaaeHIeB [342]. B mociaenHee Bpems ume-
JOTCS TIPEATIONOXEHUS, YTO UAUOMaTHIecKas (GpUOPMIUISAIS KETyT0UYKOB
MOXKET SIBIIIThCSI OMHOM 13 popm maHHOTO 3a60meBanms (KITXKT).

Cmpamugukayus pucka

K cdakropam prucka BCC B maHHOII KaTerOpUM MAIIMEHTOB OTHOCSITCS:
3apeructpupoBarHast ®2K, cemeiinbiit anamHe3 BCC, TTosBiIeHNEe CUMIITO-
MOB B JETCKOM BO3pacTe, HAJIMIME B aHaMHe3¢ OOMOPOUYHBIX COCTOSTHUIA,
¢u3nIecKast aKTUHBHOCTb.

Tenemuueckue ocobennocmu cunopoma KILKT

1. Huszkast neHeTpaHTHOCTb.
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3. Bo3MOXHO 6€CCMMIITOMHOE HOCUTEIBCTBO MATOJIOTUIECKUX aJlIeIeii.

4. Koppensiust MeXay reHOTUIIOM 1 (DeHOTUIIOM OTCYTCTBYET.

5. Bricokasi reHeTHMYeCcKasi TeTepOreHHOCTh: 4 reHa, 6osee 170 myrauuii.

6. HacienyeTcst mpeuMyIleCTBEHHO ayTOCOMHO-AOMUHAHTHBIM IYTEM,
pexe ayTOCOMHO-PELIECCUBHBIM IIYTEM.

Pelcomeﬁaauuu no eeHemuvecKomy mecmuposaHuo

Kaacc 1

1. PekoMeHI0OBaHO BBIMOJIHATh TEHETUUECKOE TECTUPOBAHUE Ha BPOXK-
neHHbiit cunapom KITXKT Bcem aeTssM 1 moapocTKaM ¢ TAKMMU (paKTopaMu
pucka BCC kak mHayLMpoBaHHbIE (DU3NYECKOM WIN CUIIBHOM SMOLIMOHAIb-
Ho#t Harpy3Koii momuMopdHas KT, cuHKoIIe, CepaeTHBII apecT, a TaK Xe
JIIIaM, IMCIOINM B ceMeiHOM aHaMmHe3e yKa3aHus Ha BCC (B).

2. TeHeTHMYECKOE TECTUPOBaHNE PEKOMEHIOBAHO OOJBLHBIM C BBICO-
Koit BeposiTHOCTBIO nrarHo3a KITXKT, ocHoBaHHOM Ha JaHHBIX aHaAMHe3a,
CeMeHOI UCTOPUH, BJIEKTpoKaparorpadguieckoM heHoTUre 3a001eBaHMs,
pe3ysbTaTax CTpPecc-TeCTOB C (DU3UYECKOM Harpy3Koi (TpeaMUI-TeCT) Uiu
BBeaeHNUM KaTexonaMuHOB (C).

Kaacc I1b

1. T'eHeTyeCcKOE TECTUPOBAHKWE POICTBEHHUKOB 1—2 CTEIIEHMU POICTBA
PEKOMEHIIOBAHO TIPY YCIOBUM BBISIBJICHUS TTATOTCHETUICCKOI MYTallU Y
npobaHpa.

Pekomendayuu no npogpurakmuxe BCC

Kaacc 1

1. [TaumeHTaMm ¢ yctaHOBIeHHBIM nuarHo3oM KITXKT (knmmHnmaecku u/
VUJIH C TIOMOIITBIO MOJICKYIIPHO-TEeHETUIECKOTO UCCICIOBAHNS) PEKOMEH -
IyeTcs U3MeHeHMe 00pa3a XX13HU (MaKCUMaJIbHOE OrpaHndYeHe (hr3mie-
CKHX Harpy3oK, COpeBHOBATEJIbHOM CITOPTUBHOM NeSITeTbHOCTH, CHIBHBIX
amouuit) (B).

2. [MTanuenTtam ¢ auarHo3om KITXKT, yctaHOBIEHHBIM KIIMHUUECKU, PEKO-
MeHJyeTcs Ha3HaueHue 6era-61okaTopos (C).

3. B uengx BropuyHoii mpodprmiakTiky BCC namyeHTaMm ¢ yCTaHOBJICH-
HBIM guarHo3oM KITXKT (KIMHNYeCKr W/WIM ¢ TTIOMOIIIBI0 MOJIEKYJISIPHO-
TeHEeTMYECKOTO MCCIICIOBAHMSI), UMEIOIINX OCHOBHOM (paKTop prcKa Kak
yKa3aHUs B aHaMHe3e Ha CepIeYHBINA apecT, PeKOMEHAYETCST UMITJIaHTAIIUS
MKJI n HazHaueHue 6eTa-010KkaTtopoB (C).

Kaacc Ila

1. B uensix BropuuHoii npodpunaktuku BCC nanueHTam ¢ yCTaHOBIEH-
HbeIM guarHo3oM KITXKT (KIuHUYeCKU M/WIK ¢ TTIOMOIIBIO MOJIEKYJISIPHO-
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TeHEeTUYECKOT0 UCCIIEAOBAaHMS ), UMEIOIINM TaKOil OCHOBHOM (paKTOp prcKa
Kak yKa3aHue B aHaMHe3e Ha CepAedYHblil apecT, pa3BUBLIeiics Ha poHe Tepa-
nuu Oeta-ookatopamu, pekoMeHayetcst umrantauust MK (C).

Kaace ITb

1. ITaureHTaM ¢ yCTAHOBJICHHBIM B JETCKOM MJIM 3pEJIOM BO3pacTe Iua-
rHo30oM KIT2KT (c momo1ibio MOJIEKYISIPHO-TeHETUUYECKOTO UCCeI0BaHMSI)
MIPY OTCYTCTBUM KIIMHUYECKUX TTPOSIBICHUI PEKOMEHIYeTCS Ha3HadYeHUe
6eTa-0610KaTopos (C).

VIIL 11./]. Cunopom panneii penoaapusayuu »#ceayoouKkos

CuHapoMm paHHell penonspuszauuu xeaynoukoB (CPPX) Bnepsbie
61 onucaH B 1936 romy, ogHaKO €ro MPOTHOCTUYECKOE 3HAYEHUE 10
cux nop He onpeaeneHo [374]. CPPXK xapaktepusyercs cleayrolIuMU
3JIEKTpOKaparorpadpUIecKUMM MPOSBJICHUSIMHA: 1) TOPU30HTATBLHBIM WU
HUCXOSIIINM nmogbeMoM cerMeHTa ST > 0,1 MB ¢ BBIMyKJIO0CTBIO, HaIIpaB-
JIEHHOM KHM3Y; 2) HaJluuueM TOYKU coeAurHeHus (junction point) uiu
BOJIHBI coeruHeHus (J wave) Ha HUCXoAslleM KoJjieHe 3yoia R; 3) moso-
POTOM JIEKTPUICCKOM OCU CepIia MIPOTUB YaCOBOM CTPEIKH MO IIPOIO0JIh-
HOW ocH; 4) OBICTPBIM U PE3KUM HapacTaHMEM aMILIUMTY bl 3youa R B rpyn-
HBIX OTBEICHUSIX C OMHOBPEMEHHBIM YMEHbBIIICHUEM W NCUE3HOBEHHEM
3ybmna S.

o 2008 roga 60JBLIMHCTBO aBTOPOB CXOAMIUCH BO MHEHUM, uTO CPP2K
He 6oJiee yeM N10OPOKAYEeCTBEHHBIN 37eKTpoKapauorpadpuueckuii heHo-
MeH [374, 375]. B 2008 romy nmpakTM4eCcK1 OJHOBPEMEHHO JIBE TPYITITLI aBTO-
POB OIMYOJMKOBAJIM MCCIEIOBaHUS CIy4ail—KOHTPOJIb, MMOCTaBUBILME IO/
COMHEHUE OJ1aronpusITHoe poruoctudeckoe 3naueHue CPPXK [376, 377].
B o6oux uccnenoBanusx Touka J B 3—6 pa3 yalle perucTprupoBajiach B HUX-
Hux (11, 111, avF) 1 6okoBbIX (V4—6) OTBeAEHUSIX Y TTALIMEHTOB C MIUOATH -
yecKoi (pUOpMILISIIIMeit KeJTyT0YKOB TI0 CPAaBHEHUIO CO 37I0POBBIMU JINIIAMH,
a aMIUIMTyAa J-BoIHBI ObliIa BHILLIE.

PeTtpocrniekTuBHbIN aHanu3 uccaenoBaHus Social Insurance Institution’s
Coronary Heart Disease Study, mokasaji, 4To B 0011eli TOMyIsILUU HaTuuKue
J-BOJIHBI B HIDKHUX OTBEICHUSIX aCCOLIMUPYETCS ¢ 00JIee BRICOKUM PUCKOM
CMEpPTHU OT CEPICUYHBIX TPUUMH, HO KPMBbIE BBKMBAEMOCTU HAUMHAIOT pac-
XonuThbes yepes 15 et HabmoaeHus [378]. [Toxoxue gaHHbIe ObLIM MOJTY-
YEHBI ¥ TIPU PETPOCTIEKTUBHOM aHaIM3e HeMeliKoii yactu mpoekta MONICA
[379]. Antzelevitch C. u Yan G-X. npeioxXuiu HOBYIO KJlacCUdUKaII1Io
CPPXK, B xoTopoii Tvn 2 1 3 CMHAPOMA CYUTAETCS MOTEHUMAIbHO apUTMO-
TeHHBIM, a Y MMAIIMEHTOB C TUIIOM 3 CYIIIECTBYET BBHICOKAsI BEPOSTHOCTD pa3-
BUTHUS DJIEKTpUUeckoro mropma [380].
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Pexomendavuuu no npogpunsaxkmurxe BCC

Kaacc 1la

1. Hanuuue J-Bonnbl B HUkHUX oTBeaeHusx (11, 111, avF) MoxxeT aBasiTbest
OCHOBHBIM (hakTopoM prcka pazsutust DK (nmm naxke BCC), a Takke dax-
TOPOM, YBEJIMUNBAIOLINM IIPEIPACITOI0KEHHOCTD K pa3BUTHIO (DaTaIbHBIX
apUTMMI BO BpeMsI uiemMun Muokapaa (B).

2. CpenctBoM BbeiOOpa Ipu pa3BUTUM 2KA (OCHOBHOI (haKTOp prcKa) WIn
ajieKTpuueckoro mropmMa Ha ¢poHe CPP2K B HUKHUX OTBEIEHUSIX SIBISIETCS
yBeaumyenre YCC 3a cuet npoBefeHUsI BpeMeHHo yvatatomein S KC wim
BBeIeHUs n3onporepeHoa (B).

3. JInuTeabHbI TpUeM XMHUAMHA TTOKa3aH JJIs1 MPoBeAeHUs MpopuIak-
Tk BCC Ha done Hamnuust OKI-npusnakoB CPP2XK B HMXKHUX OTBee-
Husx (B)

VII.12. BCC npu cuHApOMe alHO)

AMHO3 BO BpeMsl CHa OMNpeaesiioT KaK MpeKkpalleHue IBUXEHUS BO3-
IYITHOTO ITOTOKA Yepe3 HOCOBYIO M POTOBYIO ITOJIOCTH B TeueHUe 10 1 6oee
cekyHn [381].

B 3aBucumocTu OT MexaHM3Ma BOSHUKHOBEHMUS Pa3InyatoT IBa OCHOBHBIX
BUa alTHO?: OOCTPYKTUBHOE U LIeHTpaibHOe. B HacTosiee BpeMs SIBJISIETCS
YCTaHOBJIEHHBIM (DakTOM, 4TO 0KOJIO 90% BCeX 3MU30/I0B alTHO3 BO BpeMs
CHa CBSI3aHbI C OOCTPYKIIMEI BEpXHUX AbIXxaTebHbIX TTyTeit (BAIT).

B nocneaHee BpeMsi B KIIMHUYECKYIO MTPAKTUKY, TaKKe IIMPOKO, BOIILIO
MOHSTUE 2UNONHOI, KOTOPOE BIiepBbie ObLIO onucaHo Block et al. kak anu-
301l TOBEPXHOCTHOTO IbIXaHMSI, COIPOBOXKIAaeMEbIe necatypaumeii [382].

7151 Gosiee TOUHOTO yueTa MU3040B IbIXaTebHbIX HAPYIIEHUI BO BpeMs
CHAa B aHIJIOSI3bIYHOM JIUTEpaType UCIOIb3YIOT TakoKe anmu3oasl RERA, yTo
pacmudpoBbIBaeTcs Kak «respiratory effort-related arousal» 1 MoxHo Tiepe-
BecTu Kak «DDI-aktuBanus [383] B pe3yabraTte pecrimpaTOpHOTO YCUITHSI»
(OPY). Takum obpazoM, nox DPY nonpaszymeBaloT 31130/ JbIXaTeJIbHOTO
HapylleHusl, COMpOoBoXaaeMblii DD -akTuBaen WIM MUKPOMPOOyXKae-
HUEM r0JIOBHOTO MO3Ta, Yallle BCETO, SBISIOIIMIACS Pe3yIbTaTOM MOBBILIEH -
HOTO COITPOTHBIICHUSI BEPXHUX IBIXaTeIbHBIX ITyTeid. [1pu 3TOM U3MeHEHMS
Ha KaHaJlaX perucTpUPYIOIIUX AbIxaHue (OpOHa3aIbHbII BO3MYIIHBIN MTOTOK,
TOpaKoabJOMUHAaIbHbIE ABUXKEHMSI ), HE NOJKHBI MOAMNaAaTh MOA KpUTEPUHU
arHoOd WKW TUITOMHO3 [384].

Takum obpa3oM, B HACTOSIIIIEe BPEMsI BMECTO YIIOTPEOJIIEMOro paHee
«CUHAPOM OOCTPYKTUBHOTO aITHO® CHa» UCIOJb3YIOT «CUHIPOM OOCTPYK-

VIl. Ctpatugukaumns pucka v npogpunaktuka BCC 105

TUBHOTO alTHO3,/ TUIIOITHOD CHa». B 3TOM ciydae, Ha3BaHUe CMHApPOMa Oojiee
TOYHO OTpaXaeT ero MaTou3n0IOTUIECKYIO CYIITHOCTb.

B Hacrosiee BpeMsT CTaHIAPTOM JUTST OIICHKM CTETICHM TSKECTH JbIXa-
TeJbHBIX HApYIIEHWI BO BpeMsl CHa SIBJISIETCS T.H. MHIAEKC arlHO?/ TUIIOM-
Ho3 (MAT), KoTopblit mpeaycMaTpuBaeT KOJINYECTBEHHYIO OLIEHKY 3ITM30-
JIOB aITHO?, TMTIIONTHO3 1 DPY 3a omuH yac cHa. O cuHaApOMe OOCTPYKTUBHOTO
armHo3,/TuttorHo3 cHa (COAI'C) roBopsT B TOM citydae, korma MAI> 5 code-
TAeTC C KIIMHUYECKOW KapTUHOM.

B cooTtBeTcTBMM ¢ MexkmyHapomHO# KiaccubuKallleil HapyIeHWii cHa
MPOSIBJICHUSI CHHIPOMA alTHO? BO CHe 06cTpykTuBHOTO reHe3a wiu COAI'C
BCTpEYaroTes, 1Mo MeHbleit Mepe, y 1—2% Bceit monynsiuuu. B Bo3pacTHO
rpymre ot 30 1o 60 neT, 4% myxxunH 1 2% XeHiuuH umelotT MAT>5 B coue-
TaHUU ¢ KIMHUYecKoil cumrroMmatukoit COAIC.

[TpoBeneHme moarcoMHOTpacMIeCKOro NCCACIOBaHMS TPeayCMaTpUBaeT
O0O0BEKTUBHYIO OIICHKY HE TOJIBKO CTPYKTYPBI CHa, TOYHOE KOJTMYECTBEHHOE
¥ Ka4eCTBEHHOE OIpee/ICHIE IbIXaTeIbHBIX HapyIIeHWi BO BpeMsI cHa. B
XOJIe TIOJMCOMHOTPa(MIECKOTO UCCICIOBAHUS TaKKe MOTYT OBITh BBISIB-
JIEHBI AMU30/bl CUHYC apecTa Wiu npexopsineit AB-6mokana [-111 ctenenu.

B nHacrosiiiee Bpemst COAI'C siBisieTcss He3aBUCUMBIM TTPEANKTOPOM pas3-
BUTHUSI apTepUaNbHOI TurnepTeH3uu [385].

T'unoxceMus1 BCaeACTBUE alTHOD BO BpeMsI CHA MOXKET ITPUBOAUTH K pa3-
BUTHIO MIIEMUM MHUOKapzaa [385] u keaymo4yKoBeIM apuTMusaIM [386]. Y
601bpHBIX COAI'C BO BpeMsI cHa OTMeYaloTCs MOTEHIIMAJILHO (paTabHbIE
aputMmum [387, 388]. B panmoMu3npoBaHHOM HcciIenoBaHUU 41 00JIBHOTO
¢ COAT'C, nonyyaBLIMX «CUITAIT»-Tepanuio, ObLIO YCTAHOBJIEHO, YTO B IO/~
rpymiIie 60JIbHBIX Y KOTOPBIX OCYIIECTBIISUICS MIEPEXO/I C IeYeOHOTO YPOBHS
JaBJIEHUST Ha CyOTepareBTUYECKUI YPOBEHb B TeUCHME IBYX Helesb (T.e.
BHOBb OTMEUAJIOCh HAJIMYME CHUMIITOMOB allHO3 CHa B CBSI3M ¢ Headdek-
TUBHOCTBIO HU3KOTO YPOBHSI HaBJICHUS ), OTMEUEHO TOCTOBEPHOE YBEJIMYE -
Hue nHtepBana QTc u unrepsana Tple(c), a Takke IUCIIEPCUN PETTOTSIPU-
samuu (TpTe/QT) [389].

CymectBenHa pojib COAI'C 1 B pa3BUTHYM BHE3AITHOM CEPIEUHOM CMEPTH
BO BpeMs cHA. B otimune ot o6IIenpu3HaHHOTO (DaKTa, CBUACTEIbCTBYIO-
IIIETO O TOM, YTO MUK CePAEUYHOCOCYIMCTON CMEPTHOCTY B OOIIIEH TTOITYJIsI-
LMY TIPUXOOMUTCS Ha paHHMe yrpeHHue vyackl (¢ 6.00 o 12.00), y GoabHBIX
COATI'C HaMBBICIIIasl YACTOTA BHE3AITHOM CepAeYHOCOCYIUCTON CMEPTHOCTU
MPUXOAUTCS Ha HOYHOI nepuron BpeMenu (¢ 00.00 go 6.00) [390].

ATIHO3 BO BpeMsI CHA IIPUBOAUT K Pa3BUTHIO OCTAHOBOK CTHYCOBOTO y3J1a
[390], AB-b6m0oKkanm pa3aIUYHBIX CTEIICHEH, BIUIOTH IO ITOJTHOM ITOIIePEeYHOMN
omoxansl [391].
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B Hacrosiiiee BpeMst cpenctBoM Bbibopa seyeHuss COAI'C spnsiercs
T.H. nCPAP-tepanus (oT aHri. nasal continuous positive airway pres-
sure) — METOJ CO3AaHMs TTOCTOSTHHOTO MOJOXUTEIbHOTO NaBJACHUS B IbIXa-
TEJBbHBIX MYTSIX. B pycCKOSI3BIYHOM TUTEpaType Ha MPOTSKECHUN TTOCTIe -
HUX JICT YKOPECHUJICS CO3BYUYHBII aHIJIOSI3BIUHON abOpeBHAType Tep-
MWH — «CHUTaI»-Teparnus.

OMHUM M3 TJIaBHBIX TIPEUMYIIECTB MCITOJIb30BaHUS «CUTIAI»-Teparnuu
y OOJIbHBIX apTepUalbHOI TMIEPTOHUEN SBASETCS 4acTo HabjiomaeMoe
CHMXXEHUE ToBbIIIeHHOTo AJl, a MHOrAa U TOJHas ero HopMaJu3alus
[392—394]. ITpu UCTIOIB30BaHUY «CUTIATI»-T€PATTUU UCUYE3AI0T K OCTAHOBKU
CHHYCOBOTO Yy3JIa, KOTOPbIE ObUIN aCCOLIMMPOBAHBI C SMTU30IaMU AbIXaTeJIb-
HBIX HapYIIeHWH, a TAKXKE B 3HAYUTEIIBHOM CTETIEHU YMEHBIIAIOTCS U APY-
rue HapylleH!s] pUTMa cep/iia acCOMMPOBAaHHBIE C alTHOD BO BpeMs CHa
[394]. 7-netHee HaOmoaeHue 3a 60abHBIMU COAI'C BBISIBUIIO TOCTOBEP-
HOE YMEHbIIIEHWE BHE3alTHON CEepAeYHONM CMEPTU B IPYIINE MOTyJaBIIUX
«CHTIAM»-TePaINIo 10 CPAaBHEHUIO C TEMU IMAllMEHTaMU, KOTOPBIE TTOCYU-
TaJIM JTaHHYIO Tepaltnio IJigd ce0d HerpuemiaeMoii [395].

Cmpamugurauus pucka

B tabaune VII.12.1. npencrasieH anroput™ ctpatudukauuu pucka BCC
y naueHToB ¢ COAI'C.
Tabnuua VII.12.1
Crpatucdmkaums pucka BCC y naumeHTOB ¢ CMHAPOM amnHO3/rMMONHO3 CHa
1.Bepudpmumposan anarHos COAIC
[a Het
Crpatndukaums pucka n npodunaktuka BCC

CM. NyHKT 2
Ha OCHOBaHWM 0BLLENPUHATBLIX MPUHLMMNOB
2. WA > 15
[a Het
Monbop «cunany»-Tepanum nnu HemHeasmeHow | CHuxeHue Beca, koppekuwst JIOP natonorum,
BEHTUNALMUM ycTpaHeHue daktopos pucka COAIC

3. ECTb N1 HapyLLeHUst puTMa 1 MPOBOAMMOCTM BO BPEMSI HOYHOTO MM JHEBHOTO CHa MpU NpoBe-
[EHUM CYTOYHOrO MOHMTOPUpoBaHNs QK
Ja Hert
Crpatudukaums pucka v npodunakTuka
BCC 6asvnpyeTcsi Ha OCHOBaHWU BbISIBNEHUS
OCHOBHbIX W1 BTOPOCTENEHHbIX (PaKTOpoB
pucka BCC un obLuenpuHATLIX MPUHLMNOB
npocunaktukn BCC

lMpumeyaHue: A" — undekc anHoa/eunonHoa, COAIC — cuHOpOM arHoa/2unonHoa cHa, BCC — eHe-
3arnHasi cepOeyHasi cMepmab.

Cm. pekomeHgaumm no npodunaktike BCC npu
COAIc
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Pexomendavuuu no npogpusaxkmurxe BCC

Kaace 1

1. Crpatudukaius pucka u npodunaktuka BCCy nmanmentos c COAI'C
OCYILECTBJISIETCSI HA OCHOBAHUY BbISIBJICHUSI OCHOBHBIX M BTOPOCTEIIEHHBIX
(daxkTopoB pucKa. DTo MoapasyMeBaeT, B ToM uucie, umrantanuio K]
MaleHTaM ¢ XOpoIIUM (DYHKIMOHAIBHBIM CTaTyCOM™ 1 OJIarONpUsITHBIM
IIPOTHO30M BBDKMBAEMOCTH B TEUEHUE roga U 0osiee, KOTOPHIC MOIy4aroT
ITATEILHYIO ONITUMAJIBHYIO JIeKapcTBeHHYIO Tepario (C).

Kaace Ila

1. BoJBHBIM ¢ OpPaIMCUCTONMYECKUMM HapyIIeHUSIMU PUTMa cepliia
accormupoBaHHbiMU ¢ COATI'C moka3aHO MPOBEACHUE «CUTIAI»-Teparuu.
WmnnanTtauuio DK C y Takux nalMeHToB cieayeT 00CyKaaTh MPU COXpaHe-
HUN OpaguCUCTOIMYECKUX HAPYIIEHUIA pUTMa cep/iia Ha (poHe ageKBaTHO
MPOBOAMMOI «cuman»-tepanuu (B).

VII.13. BCC npu KeJy104KOBbIX ADUTMHUSAX CTPYKTYPHO
HOPMAJILHOTO cepana

VII.13.A. Cmpamugukayus pucka u npogpunakmuxa
BCC y nayuenmog c uouonamuueckumu ycesiy004Ko8bimu
apummuamu

Ha ceromHsmHuii 1eHb MOHSTHE «CTPYKTYPHO HOPMAJbHOIO cepilia»
CTAaHOBUTHCS Bce OoJjiee U Oosiee YCITOBHBIM, T. K. B KJIMHUYECKYIO MpaK-
TUKY aKTUBHO BHEIPSIIOTCSI METONbI YIbTPACTPYKTYPHOTO UCCIIENOBAHUS
MMoKap/a, crennuduieckue MMMYHOJIOTUIECKHE TECThI, OMOTICUS U TIPOY.,
MPUMEHEHNE KOTOPBIX CYIIECTBEHHO COKPATUIIO KOJIMUYECTBO MAIIUEHTOB C
KIMHUYECKU 3HAUMMBIMU KEJTYTOYKOBBIMU HAPYIIEHUSIMUA PUTMA U HEU3-
MEHEHHOI cepeyHOol MbIlILei. B neiicTBUTeIbHOCTH, HAKATIJINBAETCS BCE
00JIbIlIe TAHHBIX CBUAETEIbCTBYIOLIMX O TOM, YTO TPUYMHAMU BOBHUKHOBE-
HUS “MUHUMaNbHBIX U3MeHeHunit Mmuokapaa” 12K unm JIXK y maimeHToB ¢
KA moryT 0bITh Kak nedrot AITTXK, Tak 1 naTeHTHBIM MUOKApIUT, MPOTE-
KaIOIINii IO apUTMOTEHHOMY BapUaHTY, a TAKXKE HEKOTOpbIE Ipyrue, boee
penkue Hozoxorum [202, 396—400].

Hawubonee yacroit tokanu3zanyeis BAMonaTUIeCKUX XKeTyTOUKOBBIX apUT-
MW SIBIISTIOTCS] 6a3aJIbHBIE OTIENBI CEPILIA, @ UMEHHO BBIHOCSIIIINE TPAKTHI
snesoro (BTJIK) u npasoro (BTTIXK) xxenynoukoB cepaiia U, Tak Ha3bIBae-
Mast, pacukyasspHas Taxukapaust (O T), apuTMOreHHbII CyoCTpaT KOTOPOit
JEeTEPMUHUPOBAH MECTOM Pa3BETBICHUSI 3aHEN WU CpEeTHEN (3HAUUTETbHO

* — 0 METOZIMKAX MPOBEACHUSI OLEHKU (PYHKIIMOHAIBLHOTO CTaTyca Bbl MOXETE MPOYUTATh Ha
caiite http://www.chcr.brown.edu/pcoc/functi.htm.
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pexe — nepeaHeii) BeTBu myuyka ['uca Ha BosiokHa [lypkunse. Ipyrue 1oka-
JIM3alMY apUTMOTeHHBIX 30H BCTpevaloTcsl 3HauuTeaIbHOo pexe [202, 401].
J1e0roT apuTMUYECKOr0 CMHApOMa MIPUXOAUTCS HAa BO3pacT A0 35 JeT, a B
cayyae DT — no 25 ner [401].

Houonamuueckue negoxcenydoukosole apummuu

Hau6onee TunuyHo JoKaIu3alueid apuTMOTEHHBIX 30H SIBJISIETCS MO -
kinanaHHas o6yacte BTJI2K B mpoekuuu jgeBoro, mpaBoro U HeKOpoHap-
Horo cuHycoB BanbcanbBbl. Pexxe BcTpevaeTcst anmukaparaibHas JOKaIM-
3alMs 30H apuT™Muu B mpoekuuu ctBosia JIKA unu yerest ITM2KB, a Tak ke
nputouHast yacth JIK (ITTJI2K) rox 3anHeit nim nepenHeit crBopkamu MK
B MecTe TIpUKperieHus rmonepeyHbIx xopa JIZK [401].

XapakTepHo npeobyiafaHue JUIL MY>KCKOro noja ¢ aediorom KA no
25 — 30 get. KitmHUYeCcKU apuTMUS XapaKTepu3yeTcs: 100pOKaueCTBEHHbIM
TEUECHUEM, C PEIKUM Pa3BUTUEM TeMOIMHAMWYICCKN 3HAUNMBIX TTApOKCU3-
moB KT, ogHaKo, B THITMYHBIX CITydasix, XapaKTepHa BbIpaskeHHast SKTOITH -
yeckasi aKTUBHOCTD B BUJIE M30JIMPOBAHHBIX, TAPHBIX U TPYIIIOBBIX SKCTpa-
cuctoa u HeyctoiunBoi KT Ha ¢hoHe TeHAEHLIMU K CUHYCOBOI OpaguKap-
nuu. [Ipu nauterpHOCTH aHaMHe3a 6ostee 5 sieT B oTcyTcTBUM AAT ormcaHbl
cJIy4aM McXoJa B apuTMOTeHHYIo Kapauonatuio [202, 401].

Houonamuueckue nceaydouxogvie apummuu uz BTIIK

Ha cerognsiiHamii neHb 6osblias yacth aputMuii uz BTTIK npu getanb-
HOM KJIMHWYECKOM aHaJIM3€ OKa3bIBaeTCsS HO30JIOTMUYECKM TpUHAIIeXKa-
et K rpynmne ae6ora AJITTXK van 1aTeHTHO TTPOTEKAIOIIEro apuTMOTeH-
HOTo BapuaHTa o4yaroBoro mmokapauta [202, 396—400]. Takum oOpaszom,
CEroIHS ITOCTYJIAT O TOM, YTO CaMOI YaCcTOM JIOKAJIU3allKelt TPy UIAOIATH -
yeckux KA sapiasiercst BTTIZK, moxeT ObITh nepecmoTpeH. [TpuunHa — pac-
LLIMPEHNE BO3MOXHOCTE TMarHOCTUUYECKUX METOIUK.

HaubGonee TMMUYHBIMU JIOKAAU3ALMSIMU SIBJISIIOTCS TEPEeropoaovyHas
obnacte BTTIZK mon kianaHoM JierouHoi apTepuu (TUMMMYHA IJ1 apUTMO-
TeHHOTO BapMaHTa JJATEHTHOTO MMOKAPINTA), pexke — MepeaHeNeperopoaoy-
Hast 06J1acTh 1oJ KjaanaHoM JIA 1 neperopoaoyHasi 0061acTh HaJl KJlallaHOM
JIA. Ipyrue rpaBoxeayaouKoBble JoKanu3aluu (nepeansis crenka BTTIK,
MIPUTOYHBIN TPaKT, BepxyliKa [12K) BcTpedaroTcst 3SHAUUTEIBHO peske 1 TTOUTH
BCeraa CBUAETEJBbCTBYIOT O CYLIECTBYIOUIEN CKPBITON HO30JIOTUU (paHHUE
craguu AJTTXK) [202, 396—400].

KnuHuuecku aputMus xapakTepusyeTcsi 100poKauyeCTBEHHbIM TeUeHUEM
C peIKUM pa3BUTUEM T'eéMOAMHAMUUYECKU 3HAYMMBIX Mmapokcu3moB KT.
BrIpaxkeHHOCTb SKTOINMMYECKON aKTUBHOCTM MOXKET BapbMpPOBATh OT €I1-
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HUYHBIX 3KcTpacucTo B cyTku 1o H2KT. B 31011 rpynine naureHToB onpee-
JICHHO He TTPOCJIEXUBAETCS CKIOHHOCTD K TeHAEPHON aklieHTyaluuu. Jle6oT
apUTMUU OOBIYHO TTPOUCXOAUT B Bo3pacte 1o 35 jet [401].

Dacyuxyaapuas 1e604ceay00HK08as maxuKapous

B rpynmie @T mnipeobiagaloT mamyeHThl My>KCKOTO T10J1a, 1e0I0T 3a00J1e-
BaHUsI OOBIYHO IIPUXOIUTCS Ha BO3PACT A0 25 JIeT.

KimHnuecKuMu MposiBACHUSMU JAHHOIO BapUAHTA apUTMUU SIBJISIIOTCSI
CTaOMJIBHBIC TIPUCTYNHI ycToitumBoil KT, Kak mpaBuiio, IMpoTeKaoIIue ¢
MWUHUMAJIBHON TeMOIMHAMUYECKOI 3HAUNMOCTBIO, JIETKO KYITHPYIOIIHECs
BHYTPUBEHHBIM BBEACHHEM M30NTHUHA. Y OOJIBIIMHCTBA MAIIEHTOB B ME3XK-
MPUCTYITHOM IeproIe HaOIIOZaeTCs] OTCYTCTBUE SKTOIMTMYECKOMN KETyI0U-
KoBoli akTuBHOCTU. ['eHeTmueckue nerepMuHaHTel DT He nsydeHsl. [1pu
OTCYTCTBUU JICUCHUsI W HENPEPBIBHO-PELIMIUBUPYIOLIEH hopMe TeUeHUsT
KT omnucansl ciiyyan ¥cxoiaa B apUTMOI€HHYIO KapIUOIIaTUIO, C XOPOILIUM
BoccraHoBeHneM pasMepoB 1 OB JIK nipu yerpanenun XKT [4].

Cmpamugurayus pucka

B Ta6bmuuax VII.13.1—VII.13.5 peacraBieH alroput™ cTpatuduKanmnm
pucka BCC y naunenToB ¢ 2KA cTpyTypHO HOPMAaJIbHOTO CepALA.

O0uKe NPU3HAKOB, BKIIOYEHHBIX B aHAJIU3, 00YCIOBIEHO CII0XKHOCTbIO
BBISIBJICHUST 1 HeOUeBUAHOCTHIO prcka BCC y manmeHToB CO CTPYKTYPHO

Tabnuua VII.13. 1
KnuHuyeckue AaHHble

1. 3nusog BCC B aHamHese

[a Het
Obeyxaatb umnnaHtaumo UKL CMm. nyHKT 2
2. [onoBOKPYXEHWS1, CUHKOMNanbHbIE COCTOSIHWS Ha oHe XKT
[a Het
O6cyxaaTtb Bo3aMoxHocTb AOU, PYA CM. nyHKT 3
3. Opbilwka npy ursnyeckmx Harpyskax Ha doHe KA
Ha Her
O6eyxaats AAT nnm 30U n PHA CMm. nyHKT 4

4. Vnpykums XKT nnm yBennyeHue konndecTtsa XXOC Ha hoHe hn3NYECKON Harpysku Unn B BOC-
CTaHOBWTENbHOM Nnepuoae

[a Het

AAT B-6nokatopamu/ cotanonom; Obeyxaatb

BO3MOXHOCTb QPU, PHA Cw. nyHir 5
5. OdhpekT OT NPOBOAMMON aHTUAPUTMUYECKOI Tepanuu
[a Het
[uHamnyeckoe HabmogeHne Kapanonorom CMm. pekomeHaaumm
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AHaMHecTuYeckue (B T.

Tabnuya VI.13.2

4. ceMelHble) AaHHble

1. CvHKONanbHbIE COCTOSIHWSI HEU3BECTHOW 3TUONOTWM B @aHaMHe3e

[a Het
O6cyxaatb npoeeaeHve AOU CM. NyHKT 2
2. CuHKonarbHble COCTOSHWS Y POACTBEHHUKOB
[a Het
eHeTMYeCKas KOHCYNbTaLMs, kapavonornye-
CKMI CKPUHWHT KPOBHBIX POACTBEHHMKOB, B T.4. Cm. nyHKT 3
feten
3. [laHHble 0 HAaNM4NK XXeny[o4KOBOW apUTMIUM Y POACTBEHHWKOB
Ha Het
eHeTYeCKas KOHCYNbTaLms, kapavonornye-
CKMI CKPUHWHT KPOBHBIX POACTBEHHMKOB, B T.4. Cm. nyHKT 4
neten
4. Peanusauust npoapuTMMYeCcKuX u/ v aputMoreHHbIx 3thekToB NiekapCTBEHHbIX NpenapaTos
Ha Het

Koppekums AAT, obeyxaate QOU. MeHeTuue-

CM. pekomeHaaLum

CKas KOHCynbrauumsa

Tabnuya VI.13.3

HaHHble K[ M XONTEPOBCKOrO MOHUTOPMPOBAHMUSA

1. CtabunbHble napokcuambl KT
[a Het
O6eyxpatb OPU, PHA (npu HeadpdekTuBHO- CM. nyHiT 4
ctn — WKO)
2. AnntenbHocTb umkna XXT meHee 360 mc
[a Het
Obcyxpatb U Ha npeamet nHaykumm ®XK (3a
uckmoyennem OT). Ecnn ®X He nHayumpyert- Cm. nyHKT 1
ca—cm. n.1
3. WnpwHa skTonnyeckoro komnnekca QRS npu XKT Gonee 160 mc
Ha Het
O6cyxnatb OPU Ha npegMeT UHAYKLMM Nomnu-
mopdHoi XKT/PX (3a nckmoyeHnem XT u3 npo-
€KUM NpaBoro/HEKOPOHApPHOro CUHYCOB Barnb- Cwm. myhir 1
canbBbl aopTbl U3 BTIDK)
4. Mpagaums XXA no Lown Ilb v Bbiwe
[a Het
Monbop AAT, obeyxaate AOU, PHA CM. NyHKT 5
5. BbisiBNeHWe No3aHNX NOTEHLMANOB Xeny[o4koB
Ha Het
O6cyxaaTb NpoBeaeHne Harpy3o4Hbix npod, U CM. NyHKT 6
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Tabnuua VI1.13.3 (npodomxeHue)

6. TpaH3uTOpHOE U3MeHeHue anuTenbHocT QTc 3a Npeaerbl HOPMAaTUBHbBIX 3HAYEHUIA MO AaH-
HbIM XM

Ja Het
Axanus npuHumaembix AATT; reHeTU4eckoe KoH- CM. nyHT 7
CynbTUpOBaHue
7. Qucnepcus nitepsana QT Gonee 100 mc
[a Het
O6cyxaaTb NpoBeAeHNe Harpy3o4HbIX Npob, Cw. nyHiT 8
elol/
8. Hanuuve e-onHbl Ha KT, B T.4. TpaH3UTOPHOWA, Mo AaHHbIM XM
Ha Her
leHeTMYeckoe KOHCYNbTUPOBaHME Ha NpeameT
,u,e6yl0Ta Ap,ElI'I)K pen CM. NyHKT 9
9. Hanunuve j-BonHbl Ha OKT, B T.4. TpaH3uUTOpHOW, No AaHHbIM XM
Ja Het
[eHeTWYecKoe KOHCYNBTUPOBaHKe Cm. nyHkT 10
10. Hannyne “3a3y6puH” Ha R — 3y6ue aktonuyeckoro QRS
[a Het
O6cyxaaTb NpoBeAEHNEe Harpy304HbIX Npod,
Q0 (npu aputmum Bbiwwe |lb rpagauun no Cwm. nyHkT 11
Lown)
11. BblsIBNeHME MUKPOBOMLTHOI anbTepHauuy 3ybua T no gaHHbIM XM
Ha Her
O6cyxaaTh NPOBEAEHNE Harpy304HbIX Npob, Cw. nykir 12
ol
12. Mpexopsiuve HapyLweHus nposogumocTy (AB, BXK)
[a Het
O6cyxaaTb NpoBeAEHNEe Harpy304HbIX Npod,
oou; CMm. nyHkT 13

MMMYHOIOMMYECKOE UCCINEA0BaHNE Ha MaTeHT-
HbIVi MUoKapanT

13. MonuTonHsle XXA rpagauwm |1b u Beiwe no Lown

[a Het
O6cyxaaTb NpoBeAEHNEe Harpy304HbIX Npod,
Q0U;
Cwm. nyHkT 14

VMMMYHOIOMYECKOE UCCINEA0BaHNE Ha NaTeHT-
HbIVi MUOKapanT

14. CouetaHue npeacepaHbIX N Kenyao4koBbIX apuTMni

[a Het

MMMyHOJ'IOFI/I‘-IeCKOG nccnenoBaHne Ha naTeHT-

_ [JuHamudeckoe HabnioaeHe Kapanonorom
HbI MUOKapaUT
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[aHHble UHCTPYMEHTaNbHbIX

Tabnuya VI1.13.4.
MeToAoB uccnegoBaHus

1. MPT: 30HbI (hMbp03a/MCTOHYEHUSA B MOKapAE Xenyao4koB cepala

[a Het
nd. AnarHos me ebtotom AMK u na-
fvcb. A KAY A A CM. nyHKT 2
TEHTHbIM MUOKapAUTOM
2. MPT: 30HbI XMPOBbIX BKIYEHWI MHTPaMMOKapanansHO
Ha Her
eHeTnYeckoe vccnenoBaHve Ans UCKIoYeHUs/
CM. nyHKT 3
Bepudumkaumm AQMK
3. MPT: 30HbI XVPOBbIX BKIHOYEHWI SNMKapAnanbHO
[a Her
IMmyHomnorvnyeckoe nccrnegoBaHue Ha naTeHT-
CM. nyHkT 4

HbIN MUOKapAnUT

4. MPT: HakonneHue KoHTpacTa UHTpaMUOKapAnanbHO B paHHIo0 hasy

[a

Het

VIMmyHonornyeckoe nccrnefoBaHne Ha naTeHT-
HbIVi MUOKapaNT

CM. nyHKT 5

5. MTP: HakonneHne KOHTpacTa MHTpaMMoKapamanbHO B OTCPOYEHHY asy

[a Het
Ond. gnarHos mexpay aebotom ALMK v na- CM. yHKT 6
TEHTHLIM MUOKapAUTOM
6. MPT: pacwupenve BT/ BTITDK
[a Het
Ond. onarHos mexay aebotom ALMK v na- CM. nyHiT 7
TEHTHbIM MUOKapAUTOM
7. CumHTUrpadhmst: 30HbI Mo3anyHoi runonepdyaun muokapga JHK
fa Het

VIMmyHonorvyeckoe nccnefoBaHve Ha naTeHT-
HbIi MUOKapANUT

[uHamnyeckoe HabnogeHNe Kaparonorom

Tabnuya VII.13.5

HaHHble 3HAokapauanbHoro AOU

1. VHpykumnsa ®XK Ha doHe cTaHaapTU3MpOBaHHOTO NPOTOKOMA CTUMYMALIMM JKEMYA04KOB

[a

Het

O6eyxaate UKL

CM. NyHKT 2

2. Vnpykuwms nonumopdHom XKT Ha hoHe CTaHAapTHOWM NPOrpaMMUMPOBaHHON CTUMYNSALMM

[a

Het

O6cyxpatb VKL

CM. nyHKT 3

3. IHAYKUMS MOHOMOPCHON BbICOKOYACTOTHON reMoAnMHaMuyecky 3Haqmmon XXT Ha doHe cTaH-

[lapTHOIA NPOrpaMM1POBaHHON CTUMYMALMN

[a

Het

O6eyxaats PYA/MKL

O6eyxaate PYA/AAT
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HOpMaJbHbBIM MUoKapaoM. Kpome toro, 2KA cTpyKTypHO HOpPMajibHOTO
cepalia BO MHOTOM MOTYT OBITh OOYCJIOBJICHBI eIIE He M3YIeHHOM TeHeTUIC-
CKU IETePMUHUPOBAHHOU MaToorueit, heHOTUMMYECKUMU TTPOSIBICHUSIMU
KOTOPOIi MOTYT ObITh TaK Ha3bIBaeMble “Hecrelpuieckre” u3MeHeH s Ha
OKI TpansutopHoro xapakrepa. [Ipu nanonaruyeckux 2KA cienyer ObITh
HaCTOPOXXEHHBIM B OTHOLIeHUU paHHUX cTanuil AIIITK u aputrMoreHHoro
BapraHTa JIATEHTHOIO MUOKapauTa; AuddepeHIraabHbIiA TMarHo3 MexXay
STUMU ABYMSI HO30JOTMYeCKMMHU (hopMaMU ObIBaeT KpaliHe 3aTPyIHUTEIb-
HbIM 0€3 MPOoBeAeHUs TEHETUUECKOTO UCCIeI0BAHMSI.

Pexomenoayuu no npogpusaxkmuxe BCC

Kaace 1

1. PYA mokazaHa mauueHTam 0e3 CTPYKTYPHOI MaTOJOrMUu cepala C
MMapoOKCU3MaIbHOM WM HempepbIBHO-pernauBupyoieir 2KT n3 BTIIK/
BTJIXK (ocHoBHoI1 (pakTop prcka BCC) npu pe3arcTeHTHOCTU, HETepeHO-
CUMOCTH UM oTKa3e oT nmpoBeaeHus AAT (B).

2. PYA noka3zaHa BceM TalyeHTaM C JIEBOXEIyI0YKOBO# (haclnKyIsIp-
Hoit Taxukapaueit (OT) (A).

3. lpodunaktryeckas AAT nmokaszaHa MalmeHTaM co CTPYKTYPHO HOP-
MaJIbHBIM CEpILIeM IIpU OIpeaesseMoil Tpanaliiy apuTMUu 1o Lown Bblle
1Ib (ocHoBHOI1 (pakTop pucka BCC) (C).

4. I1pu BBIIBICHNN “MHUHUMAaIBHBIX M3MeHeHUt” T12K/JI2K, ykianpiBa-
IOIIMXCS B pAMKU apUTMOI'€HHOTO BapuaHTa JaTeHTHOTO MUOKapauTa, Kak
NpUYrHBI BO3HUKHOBeHUS KA (ocHOBHOM hakTop pucka BCC), nmokazaHo
MMaTOTEHETUYECKOEe W STUOTPOITHOE JIeYCHNE OCHOBHOIO 3a00JIcBaHUs BHE
3aBUCUMOCTHU OT JUTUTeIbHOCTH aHaMmHe3a (C).

5. IIpu BeisiBIeHUHU “MUHUMaNIbHBIX U3MeHeHu” T1K (pexe — JIXK), He
YKJIAAbIBAIOIINXCSI B pAMKH JIATEHTHOTO MUOKAapAUTa, KaK MPUINHBI BO3-
HukHoBeHUs 2KA (ocHOBHOI hakTop pricka BCC), mokazaHo reHeTU4ecKoe
TeCTUpOBaHUeE I ucKiIoueHus nedrora AITTK.

6. Ummunantanuusa MK/ mokaszaHa rmanyeHTaM 06e3 CTpyKTYpHO# 1aToJIo-
ruu cepaua ¢ KA, nepexupiium BCC (ocHoBHoII hakTop pucka BCC) 6e3
IIPOBOLMPYIOIINX OOpaTUMBIX ITpUurH. (B).

7. Ummnantauust K] nokasaHa mauyeHTam 0e3 CTPYKTYPHOI MaTojIorun
cepmua ¢ ycroitumBoii KT (ocHoBHOI (pakTop pricka BCC), TpeOyrommeit st
KyIAPOBAHUS MEAUKAMEHTO3HOMN WM SJIEKTPUYECKOM KapIMOBEPCUM, IIPU OTCYT-
ctBUM 3dekTa ot mpodunaktruueckoit AAT u HeapdbekTusHocTH PYA (C).

Kaacce Ila

1. PYA nokaszaHa nauueHTaM 0e3 CTPYKTYpHOI MaTOJOTUU cepAla ¢
YCTOMUYMBOW WM HenpepbiBHO peuuauBupytoiieir KT (ocHOBHOM (hak-
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Ttop pucka BCC). PYA B 3Tux ciyyacsix paccMaTpuBaeTCs Kak ajJbTepHa-
tuBa AAT npu NpennoyTeHUU MaleHTOM UHTEPBEHIIMOHHOIO BU/1a Jieye-
Hus (C).

2. INpopunaktuueckass AAT Gera-6iokaTopaMM WM COTAJIOJIOM TTOKa-
3aHa MalyreHTaM 0e3 CTPYKTYPHOM MaTOJOIMK cepala IIPU IIPU OIpeaesIs-
eMoii rpagarun 2KA mo Lown Beimre IIb (ocHoBHOI (hakTop prcka BCC),
MPOBOLUPYIOLIEICS (DU3UUECKO HArPY3KOU 1 peructpupyonieiics npu XM
npernMyllecTBeHHO B 1HeBHOe BpeMsi (C).

3. Ilpopunaktuueckass AAT npenapatamu IC Kiacca rokasaHa nauu-
eHTaM 0e3 CTPYKTYPHOI MaTOJIOTMHU cepAua MpU ONpenessieMOl rpagaluu
KA o Lown Bbiiie IIb (ocHoBHOI1 hakTop pucka BCC), Bo3HuKalolei Ha
(boHe crHYCOBOI OpanuKapauM, ITOAABISIONIeCs (U3MIEeCKO HArpy3Koi
¥ perucTpupytomeiics mpu XM npeuMyiiecTBeHHO B HouHoe BpeMst (C).

4. IMTposeaenne DHnoD DU 11enecoodbpasHo y manmeHToB ¢ 2KA 6e3 CTpyK-
TYpHOI1 TIATOJIOTUH CepAlla ¢ XalobaM1 Ha CepaLieOneHNe, SITM300bI TOJI0-
BOKPYKEHUSI U CUHKOITAJIbHBIC COCTOSTHUS, €CJIM B KaUeCTBE IMPUIMHBI UX
Bo3HUKHOBeHUsI npennosaraercs: KT (ocHoBHOI (pakTop pucka BCC) (B).

Kaacc I1b

1. PYA mnoxka3zaHa mauueHTaM 0e3 CTPYKTYPHOI MaTOJOrMu cepaua ¢
yctoitunBoit MoHomopdHoit KA u3 BTIIK/BTJIK, npu onpenensiemoii
rpamauyu aputMuu mo Lown Beimie 1Ib (ocHoBHOI hakTop pucka BCC).
PYA B aTux cinyuasix paccmatpuBaeTcs Kak anbrepHatuBa AAT nipu ripen-
MOYTCHUH TTAIleHTOM MHTepBeHIIMOHHOTO Bruaa JeueHus (C).

2. BcriomoratenbHast mpoduiakTUiecKast Teparusi OMaKOpoM PeKOMEH-
nyetcs naiueHTam ¢ 2KA (ocHoBHo haktop prucka BCC) 6e3 cTpyKTypHOA
natojoruu cepaua (C).

Kaacce IIT

1. IMpodpunaktuyeckas AAT He rmokasaHa maleHTaM 0e3 CTPYKTYpHOI
MaTOJIOTUH cepata mpu onpeaensemoi rpagaruu 2KA o Lown Hike 11a (C).

2. Ipodpunaktuyeckasg AAT He TToKa3aHa malyeHTaM 0e3 CTPYKTYpHOI
maToJIOTNu cepaua ¢ ae6ioToM KA (ITUTETbHOCTh apUTMHUYECKOTO aHaAM-
He3a He TnpeBbiaet 2 Mecsuen) (C).

3. PYA He nmokazaHa nauueHTam 0e3 CTpYKTYPHOM MaToJIOTUM cepla ¢
ycToitunBoit MoHoMOpdHOI 2KA 3 BTTIZK/BTJIK npu onpeaensiemMoii rpa-
nauuu aputMuu o Lown Huke IIb (C).

4. PYA He moka3zaHa malueHTaM 0e3 CTPYKTYPHOI MaTOJOTUU Cepalla ¢
ne6oToM KA (IIMTeIbHOCTh apUTMUYECKOIO aHAMHe3a He MpeBbIIacT 6
mecses) (C).

5. PYA He nokaszaHa mauueHTaM C BbISIBAEHHBIMU “MMHUMAJIbHBIMU
n3meHeHusmu T12XK/JI2K”, ykinanplBaloIIUMUCS B paMKHA apUTMOT€HHOTO
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BapyMaHTa JIATeHTHOIO MMOKapaWTa, IO 3aBEeplICHUs MMPOBEICHUS IaTore-
HETUYECKOI ¥ STUOTPOITHOI Teparii OCHOBHOTO 3a00JI¢BaHN.

VII. 13.b. Cmpamuguxayusa pucka u npogunaxmuxa BCC
Y RAUUEHmMO8 ¢ INEKMPOIUMHLIMU HAPYULEHUAMU

Knuandeckn 3HaUYMMBIe HapyIIeHUS 3JIEKTPOJIUTHOTO OajaHca MOTYT
MIPUBOIUTD K KM3HEYTPOXKAIOIINM HAPYIIEHUSIM PUTMA W TTPOBOAMMOCTHU
Mpu CTPYKTYpPHO HOpMalbHOM MUoOKapae. Hanbosee yacto BcTpevarony-
ecsl B KIIMHUYECKOU MPaKTUKE CUTYallMi Pa3BUTHS SJICKTPOJIUTHBIX HAPY-
IIEHUNA CIeYIOIIIE:

1. IIpuMeHeHEe MOYETOHHEBIX IIPeTapaToB (IIPeXkIe BCEro THA3UIHBIX
INYPETUKOB);

2. HTOKCHMKAIINS CepaeIHBIMU TIMKO3UIAMU;

3. OcTtpas 1 XxpoHUYEecKas MoyeyHasi HeIOCTaTOYHOCTb, B T.4. XpPOHUYE-
CKUI TeMOIUAaIN3;

4. TToctnepdy3nOHHBIE JEKTPOJUTHBIE HAPYILLIEHUS, HETOCPEACTBEHHO
CBSI3aHHBIE C MPOBEAEHNEM UCKYCCTBEHHOTO KPOBOOOPAILIEHMUS;

5. MaccuBHBIe TeMOTpaHC(y3UK;

6. XpoHNYECKME MHTOKCUKALIUK: aJIKOTOJIbHASI/ HAPKOTUYECKAS 3aBU-
CHMOCTD;

7. Tonopanue U aHOpeKCcus.

IMpuunnoit BCC B 3THX ciIydasix MOTYT OBITh CJIeIyIONIMe HapyIIeHUs:

I'inoxkanuemus. ITpyuMeHeHe MOYETOHHBIX MperapaToB, OCJIOXKHE-
Hrue MK, reMoguroninst, TUTIEpUHCYIUHEMUS, TbIXaTeIbHBI U METa00-
JIMYECKUI aJiKayio3, aKTUBalLMsl PEHUH-aHTMOTEH3UH-aIbI0CTEPOHOBOM
CHCTEMBI ¥ TIPOY.

OcnaoxcHenus: IpeicepaHbIE U KeTYI0YKOBbIE apUTMUU.

I'unepkauemusi. KpoMe ciryyaeB IOYEUHON HEIOCTATOYHOCTH, YPOBEHB
KaJvs B KPOBU MOXKET MOBBIIIATHCS IIPU METa0OJIMUYECKOM allua03e, FeMo-
JIN3¢ ¥ TeMOTJIIOOMHYPUM Ha TTOUBe Mephy3MOHHOTO TTOBPEXKICHUS KPOBH,
P TEeMOTOPAKCE, MAaCCUBHBIX TeMOTPaHCDY3USIX, BBEICHUN KaJIuiicomep-
JKalMX MpernapaToB B O0OJbIINX J03aX, HAIIpUMeEp TTpU OOJTIOCHOM OBICTPOM
BBeneHuM 0osee 10 murH. EJl KanueBoii coiiu MeHULIMJUTMHA U TTPOY.

Ocnoxcrenus: 610Kaabl IPOBEACHUS DJEKTPUIUECKOTO UMITYJIbCa, OCTa-
HOBKa CepALa B CUCTOIY.

I'mmomaranemus. [IpuMeHeHre AUYPETUKOB, MepearBaHue OOJbIINX
KOJIMYECKTB LIMTPATHOI KPOBU, MCKYCCTBEHHOE KPOBOOOpAIlleHIEe, Kapau-
OTOKCHYECKUH 3(hPeKT aapeHalInHa U IPoY.

OcnoxXHEeHN: TpH AeHUITNTE MAaTHHS KapIUOMUOIIUTEI B M30BITKE TEPSIOT
KaJInii, KOTOPBI 3aMelllaeTcss HaTpUeM U BOAOI. DTOT MpolecC MOHHOTO
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nucbaiaHca CYIMIECTBEHHO YCYIyOJIsIeT MIIeMUYecKUe TTOBPEXKICHMST Kap-
ITHOMMOIINTOB, a MHOTIA 1 caM I10 ceOe MpeaoIpeaeisieT CepASIHBIN apecT
Ha ¢oHe KT tuna «mupyat».

I'unepmaranemus. OcTpast IToYeIHass HEAOCTATOYHOCTD C aHYpHUel, M305bI-
TOYHOE MapeHTepaIbHOE BBEACHME IIPerapaTOB MarHus B OPTaHU3M.

OcnosrcHenus: pacCTPOICTBA ITPeaCcepaHO-KeTyTI0YKOBO MPOBOAUMOCTH,
MpU KOHLIEHTPALMK MarHus B ria3me 10 2,5—3,0 mmoub X1~ L. [1pu KoHLIeH-
Tpauuu 3,5—4,0 MMOJIBXJI~! HacTyaeT ryboKoe YrHETEHUE LIEHTPAIbHOM
HEPBHOM CHCTEMBI — TaK Ha3bIBAEMBIil «MarHe3UaTbHBI HAPKO3».

I'inepkanbuuemusi. TuasuaHble TMYPETUKU, 3I0KAYECTBEHHbIE HOBOOOPA-
30BaHUsl, IPENapaThl IUTHS, (DEOXPOMOLIMTOMA, SHIOKPUHHASI MTaTOJIOTHSI.

OcnoxcHerus: XeTyaIOUYKOBBIC apUTMUM, HAPYIICHUS IIPOBOIUMOCTH.

T'unmokanbiueMus. XpoHUYECKUN HEKOMIICHCUPOBAHHBIM aJIKOJI03 MPU
Pa3IMYHBIX MHTOKCUKALIWSIX, SHIOKPUHHAS TATOJOTUs, TUITOATbOYMITHE-
MUSI, THTIOMarHUEMHUS U TIpOY.

Ocaoxncnenus: yumuHeHnue uatepsaia QT, 2KT mo Tumy torsades de pointes

Pexomenoayuu no npoghuraxmuxe BCC

Kaace 1

1. ITpuMeHeHue rpernapaToB cojieii KaJlisl 1 MarHusi OfpaBIaHo Ipy Jeye-
HUU ¥ IS TIpodmaakTuKy 2KA y TallMeHTOB TIPU IIpreMe TUA3UIHBIX TN -
peTukoB (B).

2. [TpuMeHeHue rpernapaToB CoJIeit KaJlisl U MarHusi ofpaBIaHo Mpy Jeye-
HUU U 1T TIpopmnakTrKy 2KA y MalieHTOB MTOCIIE OTIepaLInii ¢ UICKYCCTBEH-
HBIM KpoBooOpameHuemM (KIL u mpou.) (B).

Kaacc Ila

1. YV maumeHToB ¢ Bepu(UIINPOBAHHBIMHI YTPOKAOIINMY KU3HU 2KA 1
CTPYKTYPHO HOPMAaJIbHBIM CEPIILIEM 11eJeCO00pa3HO MOAAepKIBATh YPOBEHb
KaJIisl CBIBOPOTKY KPOBU B muana3oHe 4,5 — 5,5 mmoinb/1 (C).

2. [IpuMeHeHMe TIperapaToB COJIeH Kalisl 1 MarHUSI OTIPaBIaHO IIpH JIeue-
HUU U U1 TpoIakTUKU 2KA y TallMeHTOB MPU MHTOKCUKAIIMU Ceplaey-
HBIMU TMKo3uaamu (B).

Kaacc I1b.

1. [IpuMeHeHMEe MperapaToB CoJIei Kaaus 1 MarHKsI OIpaBIaHoO IIPH Jieve-
HUU 1 11 TpommakTnku KA y TTallieHTOB CO CTPYKTYPHO HOPMAaTbHBIM
MHOKapIOM TIPU OCTPBIX U XPOHUUECKMX aJIKOTOJIbHBIX 1 HAPKOTUIECKUX
MHTOKCcUKanusx, aHopekcuu (C).

Kaacce 11T

1. [TpuMeHeHMe MpernapaToB CoJIeit Kausl U MarHus He MoKa3aHo Maly-
€HTaM C OCTPOM 1 XPOHNUECKOU IMOYCTHOM HEAOCTAaTOUHOCTEIO (B).
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VIIL.14. Cs3b BCC ¢ pusnyeckumu pakropamu u
TOKCHYHBIMH BellleCTBAMH

VII.14.A. Kypenue u BCC

Kypenue otBeTcTBeHHO 3a 30% Bcex JieTabHBIX MCXOMOB, CBSI3aHHBIX
¢ UBC, onnako B mane nipeaynpexnaenuss BCC oHo sBisieTcs1 HE3aBU-
CUMBIM (hbaKTOpOM pucka oT Hamuuust uin orcytctBusi MbC kak ocHOB-
Horo 3a6ojeBaHus [46, 59, 402]. AKTUBaLMsI CUMIATUYECKONW HEPBHOM
CHUCTEMBbI, BbI3BAHHAS HUKOTUHOM, MOXET CHIKATh BaprabeIbHOCTh pUTMa
ceplla 1 MOBBIIIATh BepOSITHOCTh Bo3HNKHOBeHUS KA 1 BCC [403—407].
IIpexpailieHre KypeHUsl 3HAYUTEIbHO cHIKaeT puck BCC.

Pexomendayuu no cmpamughuxayuu pucka u npogpuraxkmuxe BCC

Kaace 1

1. KypeHue (rmaccuBHOE KypeHMe ) HACTOSITEIbHO HE PEKOMEHAYETCS BCeEM
ManuydeHTaM ¢ HaJIMYMeM OCHOBHBIX (BepuduLinpoBaHHbie 2KA 1/1iu npe-
notBpamieHHolr BCC) u BTopocreneHHbIX (hakTopoB pucka BCC (B).

2. Ilpuctpactrie K KypeHUIO TOJKHO BBISICHATBCS Y BCEX ITAIIMEHTOB C
TakKuM OCHOBHBIM (hakTopoM prucka BCC kak KA, oTpaxkaTbcsl B MEIULIMH-
CKOI1 JOKYMEHTALlUM, a TallMeHTaM HEOOXOAMMO HACTOSITEIbHO PEKOMEHI0-
BaTh MIPOrPaMMBbl, CITOCOOCTBYIOIINE TIpeKpalieHuto Kyperus (C).

VII.14.b. JIunuowst u BCC

CratunHbl cHIkawoT puck pa3sutus 2KA/BCC y naumentoB ¢ UBC n
HMIIEMUYECKOM KapIuoIlaTheil, BEpOSITHO, 3a CUeT aHTUUIIEMUYECKOTO, a
He aHTHapuTMUYeckoro addekTa. ¥ malueHTOB ¢ HEeUIIeMUYECKUM TeHe-
30M KapAuOIaTUil Ha3HAYeHWE CTATUHOB HE IMPUBOIUT K CHIDKEHUIO pUCKa
KA/BCC [408].

Hecmotps Ha to, uto mpu MBC nmeeTcst cBSI3b MeX/1y TOBBIIIEHHBIM
puckoM Bo3HUKHOBeHUs 2KT/BCC 1 BEICOKUM YpOBHEM OOIIIETO XOJIeCTe-
pMHA, JTUIIONPOTENI0B OYEHb HU3KOM TIOTHOCTH, IMTIOIIPOTEUIOB HU3KOM
IUTOTHOCTU, HU3KWM YPOBHEM JIUTIOTIPOTEUIOB BEICOKOH ITIOTHOCTH B COYE -
TaHUU C BEICOKM YPOBHEM TPUIIIMIICPUIOB U aItoJIMIIonporenHa B, apdek-
TUBHOCTb TePalUM CTaTUHAMMU, B IJIaHEe CHUXXEHUST pucka pa3BuTust KA/
BCC, He 3aBucut ot nuHaMuku JunuaoB [409]. MccneqoBaHuii 1o OILICHKE
BIMSTHUE CHIDKCHUS YPOBHS JIMITUIOB HAa 4acTOTy Bo3HUKHOBeHUsI BCC B
paMKax ITepBUIHOM ITPOGIIIAKTUKY He TIPOBOIMINCE. TeM He MeHee, TaKoe
BJIMSTHUE MOXET ObITh CIIPOTHO3MPOBAHO Ha OCHOBaHWU TOTO, YTO CHUXKEHUE
YPOBHS JIMIIMIOB COMTPOBOXKIAETCS YMEHBIIIEHUEM OTHOCUTEIFHOIO pUCKa
cmeptr ot UBC n npyrux npuunn Ha 20—40% [49, 410, 411].
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Huszkuit ypoBenb ITH2KK 1 oMera-3 uHmekc sBAsIIOTCSI HE3aBUCUMbBIMU
(akTopamu pucka cmeptu oT MBC, ocobeHHO 1ocsie mepeHeceHHOro cep-
neqHoro apecta [412, 413]. B HeCKOIBKMX MCCICIOBAaHUSIX OBLIO TTOKa3aHO,
yro [TH2XKK, mpenmyIiiecCTBEHHO B 3KCIIEPUMEHTAJIbHBIX MOJEJISIX, MOTYT CHU -
xatb yactoty BCC, Bo3MOXHO, 3a cueT npeaynpexaeHus KA [412—415].
Hobasnenue [THXKK k craHgapTHOI Tepanuy MOXET CHUKaTh BEPOSITHOCTh
BCCyo6oabnbix UBC [95, 416]. BMecTe ¢ TeM, 10 HACTOSIILIEr0 BpeMEHU COXpa-
HSIIOTCSI Pa3HOUYTEHUS MEXKITY SKCIIEPUMEHTATbHBIMU 1 KITMHUYECKMU JaH-
HBIMH B OTHOIIICHUY CHIDKEHUST prickKa Kak 2KA, Tak 1 BCC npu Ha3HAYeHUN
TTHXK [417].

Pexomendayuu no cmpamugpurayuu pucka u npogusaxkmuxe BCC

Kaacc 1

1. Tepanug cratuHamu 3bdexkTrBHa y aimeHToB ¢ UbC mig ymeHsblie-
Hus pucka pa3sutusi KA/BCC (A).

Kaacc I1b

1. ITHXK mokazansl marnentam ¢ MBC, nmeronum 2KA, B 1odbaBieHUN
K cTaHAgapTHoOU Tepanuu (B).

VII.15. Crparndukanus pucka u npopuiaakruka BCCy
OTJeJIbHBIX FPYII HACEJIeHHUS

VII.15.A. Cmpamugukayun pucka u npogpunaxkmuxa BCC
¥y cnopmcmenog

ITo naHHBIM UTaNbIHCKUX MccaenoBareneit [418, 419], yactrota BCC y
CITOPTCMEHOB cocTassieT 2,6 y Myxk4uuH 1 1,1 y xxenmmH Ha 100 000 criop-
TCMEHOB B T'Ofl, YTO B 2,4 pa3a BHIIIE, YeM Yy JIUII COIIOCTABUMOTO BO3pacTa,
HO He 3aHNMAIOIIMXCSI CIIOPTOM peryisapHo. Cpenn (hpaHIy3CKHUX CIIOPTCME-
HoB ciydan BCC peructpupyrorcs eltie vaiie — 6,5 ciydaes Ha 100 000 [420].
HanHble HaltMoHaabHOro peructpa BCC criopTcMeHOB MOJIOAIOTO Bo3pacTa
B CIIA cBHMIETENbCTBYIOT O MporpeccuBHoM yBenmueHn BCC B TeueHue
MOCIEIHNX 2,5 necaTnieTnii B cpeaHeM Ha 6% B rox [421]. B Hacrosee
BpeMmsI B Poccuut TogoOHBIE CTATUCTUUECKHE OTYCTH OTCYTCTBYIOT.

Haub6onee yuacto BCC peructpupyercst y aull, pogecCuoHaIbHO 3aHU-
Mmarotuxcst pyroosom (ot 30% no 40% Beex ciiyyae BCC B criopre B cTpa-
Hax EBponel m CIIA). C HeckoabKo MeHbIel yactotoii BCC BhISIBIISI-
eTcd B ObackeTOO0JIe, BEJIOTOHKAX M B KOHTAKTHBIX BUJax criopra [418, 419].
ITpocnexuBaercs otuemiuBas B3aumMocBsi3b BCC B cropTe ¢ reHAepHbIM
npu3HakoM — 6osee 90% ymepimx BHE3aITHO CIIOPTCMEHOB — MY>KYWHBI
[418, 422].
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ITo maHHBIM HEKOTOPHBIX UCCIEIOBaHU, HanboIee YacTOi IPUINHOMN
BCC cpenu Mononbix CIOPTCMEHOB SIBJISIETCS runepTpodudeckass Kapau-
OMUOIATHS, O0JII KOTOPOM MOXET mocturath 28—36% ciyuaes [18, 421,
424]. U3 npyrux npuurH BCC BbIaeNSIIOT pa3iuuHble aHOMAJUU KOpOHap-
HbIX cocynoB (14—17%), HauboJiee YaCThIM BApUAHTOM U3 KOTOPBIX SIBJISICTCS
OTXOXIEHUE JIEBO KOPOHAPHOI apTepuu OT ITPpaBOro cuHyca BajgbcaabBhl;
MMOKapauThl (0koj10 5%), AIITXK (okoso 5%).

Bwmecrte ¢ TeM, BEICKa3bIBAlOTCS COMHEHMST B TIPABOMOYHOCTH TTOCTAHOBKH
nuarHoza 'KMIT Bo Bcex ciydasix oOHapy>KeHUsI Ha CEKLIMU BbIpaXK€HHOM
runeprpodun JIXK [418, 425, 426]. HekoTopbIMM OT€UeCTBEHHBIMU aBTOPAMU
MpeAaraeTcst TePMUH KOMREHCAMOPHO-2UNepmpoghuueckas cmpeccopHas Kap-
duomuonamus, OCHOBHbIM oTiinurieM Kotopoit oT ' KMIT siBnsiercst oopatHast
JIMHaAMUKa u3MeHeHui Macchl Muokapaa JIZK mocie npexkpaieHust pusmye-
cKuX Harpy3ok [424]. ITpu aTom oueBuaHO, uto Hanmmuue [JI2K y cmoprcmena
SBJISIETCST HEOIAaTOIPUSITHBIM ITPOTHOCTUUECKUM (pakTopoM pa3putus BCC.

ITporxno3supoBanue BCC B criopTe SIBISICTCS Ype3BBIYATHO TPYIHOM 3a1a-
yeii, TOCKOJIbKY 0K0JIo 80% nuil, yMepILIUX BHE3AIIHO, He MPEeAbIBIISLIN
KaKUX-JTM00 Xalo0 HaKaHYHEe CMEPTH, a B aHAMHE3€ Y HUX OTCYTCTBOBAIU
ykazaHust Ha BCC y poactBeHHUKOB [418]. TeM He MeHee, B HEKOTOPBIX
crpaHax Eponbl u CIIA npenioxkeHo HeCKOJIbKO MPOTOKOJIOB I Tpodu-
nakTuku BCC y cmopTcMeHOB, BKIIIOYAIOIINX B ce0s1 JaHHbIe cOopa 3Kajoo,
aHaMHe3a, B TOM YHMcJie CeMeitHOro, (pu3nKaaIbHOro OOCIeNOBaHMUS, a TAKXKE
B HEKOTOPHIX CTpaHaX — MHCTPYMEHTAJIbHBIX UCCeToBaHM i, BKiItouass DK
n/nmm 9xo-KI'. B Utammu BBemeHMe TAKOTO MPOTOKOJIA TTO3BOJIMIIO CHU3UTh
yactoty BCCy crmopremenos ¢ 1980-x mo 2000-e romsl B 3,5—5 pa3 [427, 428].

B 2011 r. B Poccuu ony6nukoBaHbl iepBble HallmoHanbHble peKOMEH-
JallMU MO JOMYCKY CIOPTCMEHOB C OTKJIOHEHUSIMU CO CTOPOHBI CEPIEYHO-
COCYIMCTOM CUCTEMBI K TPEHUPOBOYHO-COPEBHOBATEILHOMY Tpolieccy [355].
B Hux mpemyaraercs AIByX3TamHbIi aJropuTM CKPUHMHTA CIIOPTCMEHa ¢
LIeJIbIO PeIlIeHUsI BOIIpOca O JOMYCKe K 3aHITUSIM CITIOPTOM: 1) aHanu3 naH-
HBIX aHaMHe3a, OCMOTpa U peructpanus rmosepxHoctHoit DKI B 12 oTBe-
IeHUsX; 2) yriIyoJeHHOe MEIUIIMHCKOE 00cIenoBaHre (TP OTSTOIIIEHHOM
ceMeifHOM aHaMHe3e, CUMIITOMAX, TaTOJIOTUU TIPU OCMOTpPE WU U3MEHE-
Husx Ha OKIT', He CBSI3aHHBIX C TPEHUPOBOUYHBIM MPOLIECCOM).

OTaenbHOro BHUMAaHUS 3aCayKMBAET BOMPOC O MPUHATUU PELIEeHUS TI0
JIOTTYCKY K 3aHSITUSIM CIIOPTOM B CJTydae BbISIBJIEHUSI TOM WJIW MHOM MAaTOJIOTUK
CepIeYHO-COCYAUCTOM cUcTeMbl. JIaHHBII pa3aes BHIXOIUT 3a paMKU HACTOSI-
1LIETO JOKYMEHTA, OH ITOAPOOHO paccMOTpeH B HaltmoHambHbBIX peKOMEHIALIUSIX
T10 IOTTYCKY CIIOPTCMEHOB C OTKJIOHEHUSIMH CO CTOPOHBI CEPIICYHO-COCYIUCTOM
CHUCTEMBI K TPEHUPOBOYHO-COPEBHOBATEILHOMY TIpolieccy [355].
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Pexomendavuuu no cmpamugpuxavuuu pucka u npoghuraxmuxe BCC

Kaace 1

1. Ipu KIMHUYECKOI OIIEHKE CTIOPTCMEHOB CJIEYeT IMTPOBOIUTD TIIATE Th-
HBII cOOp aHaMHe3a (BKITIoUast CeMeHBIN aHaMHe3 ITPEKIeBPEMEHHOI CMEpPTH
u BCC), dusukanbHbiil ocMoTp U peructpaiuuio OKI' B 12 orBenenusix (C).

2. IIpu BBHISIBIEHUH Y CIOPTCMEHA CEPAEYHO-COCYAUCTHIX 3a00JIeBaHUI
cjenyeT peluTh BOMPOC O BOZMOXKHOCTU MPOAOIKEHUS 3aHITUSIMU CIIOP-
TOM, XapakTepe 1 crerneHu pusnueckoit Harpy3ku (C).

Kaacc 1la

1. ITpu BbISIBJIEHMY OTSTOLLIEHHOTO CEMEMHOI0 aHaMHe3a, CUMITTOMOB, IaTo-
JIOTVIH TTIPY OCMOTpe Wi n3MeHeHMsIX Ha DK, He CBSI3aHHBIX C TPEHUPOBOYHBIM
TIPOLIECCOM, CIIEAYET IPOBECTH YIITyOJIEHHOE MEAMIIMHCKOE 00CTIeIOBAHIE, BKITIO-
qaroriee DxoKI', 1 mpm HEOOXOMMMOCTH, PSII APYTUX CITEIMMDIUIECKIX TECTOB
(ctpecc-tect, MPT, mmrenpHOe MoHUTOpHpoBane DK, sHIoDPU n ap.) (C).

VIL.15.b. Cmpamugurkayusa pucka u npogunakmuxa BCC
Yy POOCHI6eHHUKO8 Rayuenmos, nocudouiux om BCC

Pexomenoayuu no cmpamuguxayuu pucka u npogpurakmuxe BCC

Kaace 1

1. TeHeTMUYeCcKOE TECTUPOBAHUE PEKOMEHTYETCSI BCEM MallMeHTaM C CeMeii-
HbeIM aHamMHe3o0M BCC (cunnpomer LQT, SQT, KITXKT, bpyrana u 1.1.) (B).

2. TmaTtenpHOe MHCTpYMeHTaIbHOe obcinenoBanue (DKI', 9XO-KT', mado-
paTopHbBIE TECTHI U IP.) PEKOMEHAYETCSI BCEM MallMeHTaM C CEMEHBIM aHaAM-
HezoMm BCC (C).

O1eHKa BOBMOXHBIX (haKTOPOB pUCKA PEKOMEHIYETCSI BCeM MallueHTaM ¢
ceMeHBIM aHAMHE30M BHE3AITHOM CMEPTH C 1IEJTbIO BBISIBJICHUST JIUII C BBICO-
kuM puckoM BCC [429]. BmecTe ¢ Tem, wis kaxaoro 3aboneBanus (IKMIT,
cuHapoM ymmHeHHoro uHTepBasia QT, cunapom bpyrana u npyrue) cyiie-
CTBYIOT OTHAEJIbHBIE 1IeJieBble (haKTOpbl CTpaTUdUKalMu pucka [429—432].
IMpoBeneHne reHeTHYeCKOro TECTUPOBAHUS 1IeIeCO00PA3HO Y TIAIMEHTOB C
cemelinbiM aHamHe3oM BCC [432].

VIL15.B. Cmpamugukayusa puca u npogpunaxmuxa BCC
Y ROMCUTIBIX NAYUEHMO8

Yactrora BCC pa3Butus yBeauuuBaeTcs ¢ Bo3pacToM [429, 430]. KA
SIBJISTIOTCS] HEPEIKUM KJIMHUYECKUM CUMIITOMOM Y MOXKWJIBIX JIIOACH, 0CO-
OCHHO IMPU HAIMYUU CTPYKTYPHOI1 rTatojioruu cepana [433—435]. KA moryt
SIBJISIThCS TIpenBecTHUKaMu aectabuausanuu MBC u BCC [436, 438].

IMpodpunaktrka BCCy maiyeHTOB MOoXXHIoro Bo3pacTa ¢ 2KA mprHIUITAIEHO
He OTJINYAETCSI OT PeKOMEHIOBAHHBIX BbILLIE ITOAXx0n0B. J1ist neueHnst 2KA y oxu-
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JibIX ui, ocodbeHHo ¢ UBC, pekoMeHayeTcst UCTOIb30BaTh 0eTa-0J10KaTOphbl, TPU
OTCYTCTBUU MPOTUBOIIOKA3aHMI K UX TIprieMy. OIHAKO, HeCMOTpSI Ha TOKAa3aH-
Hy10 3(hb(EeKTUBHOCTb B OTHOILICHUM CHIDKEHUSI CMEPTHOCTU OT BCEX MPUUUH 1
BCC, uzonmnpoBaHHOE MX ITPUMEHEHNE MOXKET ObITh HEIOCTATOUHBIM Y TIOXKM-
JbIX Jroneit. [lpu neyeHnn skusHeyrpoxaonmx 2KA mpeamouTUTeIEHOM SIBITS-
€TCsl KOMOMHaIMs 6eTa-0JI0KaTOPOB ¢ AMMOIAPOHOM MJIM MOHOTEparusl aMMO-
TApOHOM, B CITyJae HeTlepeHOCMOCTH OeTa-010KaTtopos [29, 437].

HeckonbpKo paHIOMU3MPOBaHHBIX IMMPOCIIEKTUBHBIX UCCIEIOBAHUIMA MTPO-
neMoHcTpupoBaiu 3 dekTuBHOCT MK/ B OTHOLIEHUW MEPBUYHON U BTO-
puuHoii mpodunaktnk BCC y maumnenTos, ctpamarommx MBC, mo cpaBHe-
Huto ¢ AAT Bo Bcex Bo3pacTHBIX Ipyniax [25—27, 31—34]. Bce atn uccneno-
BaHUsI BKJTIOYAJIM 3HAYUTEIbHOE YMCJIO TTAIMEHTOB B BO3pacTe cTapiie 65 JieT.
Psin skcrieprMeHTaIBHBIX MCCIETOBAHUM CBUACTEILCTBYET O TOM, UTO MHBA-
3UBHBIE METOJIBI JICUEHUSI MALMEHTOB C YTPOXKAIOIIMMU XKU3HU KA oarHa-
KOBO 3(h(DeKTUBHBI KaK B TIOXWJIOM, TaK U B MOJIOZIOM Bo3pacTte [439—441].
[TanmeHTHI cTapyecKoro Bo3pacTa, MMEIOIINE MHOXECTBEHHYIO COITYTCTBY-
JOILITYO TTATOJIOTHIO M OTPaHUYEHHYIO IIPOTHO3UPYEMYIO IIPOIOJIKUTETLHOCTD
KM3HU, MOTYT He TIOAXOIUTh B KadecTBe KaHmumatoB mist MKJI-tepammu,
Jaxe ecJIM OHU YIOBJIETBOPSIIOT KPUTEPUSIM 7151 €€ IIPOBEACHUSI.

Pexomendavuuu no cmpamuchuxauuu pucka u npoghuraxmuxe BCC

Kaace 1

1. IMoxwaelie manueHTHI ¢ 2KA TOKHEI JICYUTHCS, KaK IIPaBUIIO, TaK Xe,
KaK 1 OOJIBHEIC MOJIOIOTO BO3pacTa. DTO Moapa3yMeBaeT, YTO CTpaThdUKa-
1us pucka u npodunaktruka BCC y moXUIbIX MallMeHTOB OCYIIECTBISICTCS
Ha OCHOBaHWM BBISIBJICHUSI OCHOBHBIX I BTOPOCTEIIEHHBIX (DAKTOPOB pHCKa.
ITposenenue npodmraktuk BCC BKITIOYaeT B TOM YKCIIC, UMIUTAHTALINIO
MKJI n DKC namueHTaMm, KOTOphIE MOJyYaloT JIUTEIbHYIO ONITUMAIbHYIO
JIEKapCTBEHHYIO TePAITHIO, C XOPOIITNM (PYHKIIMOHAIBEHBIM CTaTycoM™ 1 0J1a -
TOTIPUSITHBIM IMPOTHO30M BBIKMBAEeMOCTH B TeueHue roaa u ooiee (C)

2. lo3upoBku 1 moadop 103 AAIT 1oKHBI OBITh CKOPPEKTUPOBAHBI C yUe-
TOM M3MEHEHHON (hapMaKOKMHETHUKH Y TTOKMIIBIX manneHToB (C).

Kaace ITIT

1. IMpoeaenue MKJI-tepanuu y mauiMeHTOB C MIPOTHO3UPYEMOM ITPOA0II-
JKATEJTLHOCTBIO XKM3HU MEHEE Tola BCICICTBIE OCHOBHBIX M COITYTCTBYIOIINX
3aboneBaHuil HelenecoobpasHo (C).

2. AATI I xitacca He TOJKHBI Ha3HAYAThCS MOXKUJIBIM MallMeHTaM ¢ opra-
HUYECKMMMU 3a00sieBaHUsIMU cepana (A).

— 0 METOIMKAaX MPOBEACHUS OLEHKU (PYHKLIMOHAILHOTO CTAaTyca Bbl MOXETE IPOYUTATH Ha
caiite http://www.chcr.brown.edu/pcoc/functi.htm



122 VIl. CtpaTtugukauyms pucka v npopunaktnka BCC

VIII. SAKINIOYEHUE

B Poccuu mpoaosrkaeTcs octaBaThCsl aKTyaabHOM MpobieMa CMEpTHOCTU
OT CEPIEUYHO-COCYANCThIX 3a00eBaHMiA. [Ipy 9TOM Ha 1010 BHE3AITHOM Ccep-
JIEYHOU CMEPTHU MPUXOAUTCS OKOJIO MOJIOBUHBI BCEX JIETAIbHBIX UCXOJIOB.

Peanuzanus cuenapust BCC mpoucxoauT B pe3yabTaTe pa3BUTUS OCTPOA
JIEBOXEJTyTOYKOBOIW HEIOCTATOYHOCTU HA (hOHE 37T0KAYECTBEHHBIX KETy-
JIOYKOBBIX apUTMUI, MaHU(ECTAIUST KOTOPBIX, COMMPOBOXAAETCS Hapylle-
HUSIMU KaK CUCTEMHOM, TaK ¥ perMOHapHOM TeMOAMHAMUKH, TIPEXIIE BCETO
co croponbl LIHC. CnenctBuem 4ero sIBAsSIETCSI BEPOSITHOE BOSHUKHOBEHUE
HeoOpaTUMBIX U3MEHEHUU CO CTOPOHBI XKM3HEHHOBAXKHBIX OPraHOB U pa3-
BUTHE JIETATBHOTO Mcxona. Hammure niam oTcyTCTBUE TIPEACYIIECTBYIOMIEH
CTPYKTYPHOM ITaTOJIOTUU CEPALIA MOXET UMETh OTIPEIAEIIAIOLIEE 3HAYEHUE [T
alanTalMOHHBIX U3MEHEHUI TTapaMeTPOB CEPIEYHOIrO BHIOPOCa, a 3HAYUT
JUTSI XapakTepa KJIIMHUYECKOTO TeUeHUST apUTMUU. B 3TOM CBSI3U KITIOUEBBIM
3HAYEHUEM TSI KIIMHUYECKOW MHTEPITPETAIMU 37I0KAUECTBEHHOTO TEUEHUST
000V apUTMUU, OTIPENIETICHUS €€ KU3HEYTPOXKAIOIIETO XapaKTepa CleAyeT
CUMUTaTh: 0OOMOPOK, MPETO0OMOPOK, TOJIOBOKPYKEHUE, TUTIOTEH3UIO, IIPOTpec-
CHIO TIPOSIBJICHUI CepAeYHON HEAOCTaTOUYHOCTH, CTEHOKAPIUIO.

Hcnonb3oBaHre COBPEMEHHBIX METUIIMHCKUX TEXHOJIOTHH, 3aKITI0YAI0-
LIUXCSl B UMIUJIAHTALIMU KapIUOBEPTEPOB-Ae(PUOPUILIATOPOB, MO3BOJISIET
3¢ GEKTUBHO MPOBOAUTH MPODUIAKTUKY BHE3AIMHOI cepaeyHo cMepTu. B
MocJeTHUE TOMIbI B paMKaX TOCYIapCTBEHHOTO MPOEKTa «370POBbEe» B pa3-
JIMYHBIX PETUOHAX HaIlIei CTpaHbl ObLTIO OTKPBITO HECKOJIBKO (DenepabHbIX
KapAUOXUPYPTUYECKUX LIEHTPOB. TeM He MeHee, KOJIMYECTBO MPOBEICH-
HBIX UMTUIAHTALMI KapANOBEPTEPOB-Ae(hUOPUILISITOPOB HE YIOBIETBOPSIET
CPeIHUM MOTPEOHOCTSM U3 pacueTa Ha | MJIH. XXUTeel CTpaHbl U 3HAUYM -
TEJIbHO HIKE TAKOBBIX ITOKA3aTesel o0 CPaBHEHUIO C BEAYIIIUMU €BPOTIEH-
ckumu ctpaHamu u CIIA.

I'maBHO NpUYMHO JAHHOTO MOJIOXEHUS JeJT IBJISIETCSI HE CTOIBKO HE0-
CTaTOYHOE (PUHAHCUPOBAHUE JAHHOTO pa3lesia, CKOJIbKO, MPEXIE BCETO,
OTCYTCTBUE CUCTEMHOTO MOIX0/1a K aIcKBATHOM KIIMHUYECKOU OLIEHKE OO0JTb-
HBIX C 3200JIEBAHUSIMU CEPIIEUHO-COCYAUCTON CUCTEMBI; Pa3HOE «[TOHUMA-
HUE» OOJbHOTO BpauaMU KapJauoJIoraMu, TepaneBTaMu, UHTEPBEHIIMOHU-
CcTaMU, KapaAUOXUpypramu; MOCPEACTBEHHBIM YPOBHEM MOCTAUILIOMHOIO
0o0Opa3oBaHMs IO JAHHOU MTPOOJIeMaTHKe, a TAKXKE OTCYTCTBUEM ayuTa Kade-
CTBAa, OKAa3bIBAEMOU MENUIIMHCKOWM ITOMOILIW, HATIPABJIEHHOW Ha IPe10TBpa-
menue BCC.
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Hacrosiiiue PekomeHaaium siBASIIOTCSI OMHUM M3 3TAIIOB CO3IaHUS U pea-
JIN3alMY B KpaTyaiiine cpoku 3(PpPeKTUBHON TTporpaMMbl TPODUIAKTUKI
BHE3aITHOI cepIeuyHoil cMepTU B Halleit crpaHe. Pabounii BapuaHT perie-
Hus npodsemsbl popunakTuku BCC npeacraBieH B MIPUIOXKEHUN K HACTO-
SIIUM PEKOMEHIAIIUSIM.
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NMPUNOXEHUE

Co3nanue Jie4e0HO-00pa30BaTeIbLHBIX LIEHTPOB O
NPoPUWIAKTHKE BHE3AIMMHOM CePACYHON CMepTH
(mpoexT)

1lenb coz0anus uenmpos npoguiaKmuxu 6He3aNHOL cepoeuHoll cmepmu

IMoaroroBka B KpaTJaifliive CpOKH BhICOKOKBATN(MUIIMPOBAHHBIX MEIV -
LIMHCKUX KaJpOB, CITIOCOOHBIX OPraHM30BaTh U OCYLIECTBUTh 3 PEKTUB-
HYIO IporpaMMy NMpohUJIaKTUKU BHE3AITHON CepAeYHOM CMEPTU B Jieueo-
HBIX YUPEXKIECHUSIX HAIIeil CTpaHBbI.

AxmyansHocms npodaemsl U ee peuieHue

B Poccuu nponoskaercss octaBaThCsl aKTyaJbHOI Mpo0JjieMa CMEPTHO-
CTU OT CEPACYHO-COCYAUCThIX 3a00sieBaHMii. [1pyu 3TOM Ha 1010 BHE3AHOM
CepPIEeYHOI CMEPTU MPUXOIUTCS OKOJIO MOJOBUHBI BCEX JIETAJBHBIX MCXO-
noB. Mcrionp3oBaHMe COBPEMEHHBIX MEAUIIMHCKUX TEXHOJIOTHI, 3aKITI0Yai0-
IIUXCS B UMILIAHTalUUK KapauoBepTepoB-aeduopuuisitopoB (MK, mo3Bo-
Jis1eT 3(P(HEeKTUBHO MPOBOAUTD MPO(PUIAKTHUKY BHE3AITHOMI CEPISYHON CMEPTU
(BCC). B nocieaHue roabl B paMKax roCyIapcTBEHHOTO ITPOEKTa «3I0POBbe» B
pa3IMYHbIX PETMOHAX HAIlIe CTPaHbl ObLIO OTKPHITO HECKOJIBKO (heiepalbHbIX
KapIuOXUPypPruueckux 1eHTpoB. TeM He MeHee, KOJIMYECTBO IIPOBEIECHHbBIX
HMMILIAHTAlUi KapA1MOBEePTEPOB-Ie(MUOPMILISTOPOB HE YIOBIECTBOPSIET CPE/I-
HUM IOTPEOHOCTSIM U3 pacyeTa Ha 1 MJIH. XUTeJIei CTpaHbl M 3HAUUTEILHO
HIDKE TAKOBBIX ITOKa3aTe e 0 CPaBHEHUIO C BEAYIIIMMU €BPOIEHCKIMU CTpa-
Hamu 1 CIIA. B Poccuu B 2011 r. muranupyetcst iposeaeHue 700 onepanmii
MMILUIAHTALIUR KapaIrOoBepPTepOB-A1e(UOPMILIITOPOB (OKOJIO 5 UMITIAHTALUI
Ha 1 MutH. HaceneHust), Torga Kak B CIIA exxeronqHo uMIIaHTUpyeTcs 0osiee
600 kaparoBepTeEPOB-IePUOPWIIATOPOB Ha 1 MJTH. HaceJIeHus.

['MaBHOI NPUYMHOM JAHHOTO IOJIOXKEHUS e SIBJISIETCS] HE CTOJIbKO HEllo -
CTaTOYHOE (DMHAHCHPOBAHME NTAHHOIO pa3jielia, CKOJbKO IPEeXIe BCEro
OTCYTCTBME CUCTEMHOTI'O ITOX0/a K aJeKBATHOI KJIIMHUYECKOM OLIEHKE 0O0JIb-
HBIX ¢ 3a00JIeBAaHUSIMU CEPACYHO-COCYIUCTOM CUCTEMBI, pa3HOEe «[IOHUMa-
Hue» 00JbHOIO BpayaMM KapauoJioraMu, TepalieBTaMu, UHTEPBEHLIMOH -
HBIMU KapIuoJIOraMu, KapaAuOX1UpPypraMu, OCPeaACTBEHHBIM YPOBHEM ITOCT-
JIUTIOMHOTO 00pa30BaHUsI 110 JaHHO ITpobJieMaTrKe, a TAKXKE OTCYTCTBUEM
ayauTa KauecTBa, OKa3blBaeMOI MEIUIIMHCKOM ITOMOIIY, HAIIpaBJIEHHOI Ha
npodunaktuky BCC.
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Cpenn 00beKTUBHBIX ITIPUYMH HEYIOBJIETBOPUTEITBHOTO COCTOSTHUS ITPO-
0JIeMBI: KapaUOXUPYPIUIECKHE IIEHTPHI B OCHOBHOM TTPU3BaHbI 3aHUMAThCS
«OOJTBIIMMI» OTICPALISIMU, TAKUMH KaK KOPPEKIINS BPOXICHHBIX U TIPH-
00peTeHHbIX TOPOKOB cep/illa, A0OPTOKOPAaHAPHOE LIYHTUPOBAHUE U MHO-
roe Apyroe.

HoBrblit moaxon, numerouuii ueibto npenorspaiieHue BCC, tpedyeT
HOBOIT METOIOJIOTUM MOATOTOBKM CIEIIMAINCTOB, HOBOTO 00pa3a X KJIM-
HIWYECKOTO MBIIICHUS, KOTOPBII BOBHUKAET Ha CTHIKE KapIMOJOTHH, Kap-
OUOXUPYPTUU, PEHTTEHOJOTUM, aHECTe31MOJIOTUM-PEAHUMATOJIOTUM, MaTe-
MAaTUKU Y MHXXECHEPUU.

Cmpameeuueckoe peuieHue npoodsembl 3aKAHUACMCS 8 Mpex IManax ee pea-
AuzauUU:

TlepBbiit — coznpaHuM Ha 6aze Kadeap KapaAUOJOTruu, 0a3upyroLIMXCcs B
MHOTOMPOGMIBHBIX CTAllMOHAPAX, CUCTEMBI apUTMOJIOTMYECKOMN MOCTIM -
IUTOMHOM TTOATOTOBKM BpadyeOHBIX KaApOB M3 YMCIIA MPAKTUKYIOIINX Kap-
JIMOJIOTOB B paMKaxX MPOBEACHUS 72-4aCOBBIX LIMKJIOB TEMaTUYECKOTO YCO-
BepIICHCTBOBAaHUS, 144-9acOBBIX IIMKJIOB OOIIETO YCOBEPIIICHCTBOBAHMS, a
TaK Xe 504-4acoBbIX LIUKJIOB IIEPBUYHOM MEPEOaroTOBKH. B xome maHHbIX
LIMKJIOB IIPEATIOJIaraeTCsl OCBOCHUE IIPeIMeTa, T.€. (HOPMUPOBAHNE Y KypCaH-
TOB YETKOTO ITOHMMAaHMs B OTHOIIICHNY OTOOpa MallMeHTOB-KaHIUAaTOB Ha
BHE3AITHYIO CEPACYHYIO CMEPTh, UX TTOCIEAYIOIIETo JeUeHUs M HAOIIOACHUSL.
B TeueHue nepBoro xe rojga o0yuyeHust BO3MOXHO ouHoe ooyueHue 300 crie-
LIMAJIMCTOB U 320YHO, C UCTOJIb30BAHUEM MHTEPHET-TPAHCSIIIMI TPOBOAM -
moro uukia — 600 crieunanuctos. O61ee koaruectBo — 900—1000 yesoBex
B TeUEHHUeE TIEPBOTO Ke Tona (PYHKIIMOHNUPOBAHMSI IIPOTPAMMEI.

B xone BTOpoOro stama 3Tv Bpauu HaIpaBJIsTIOTCS B heaepaibHble Kapay-
OXUPYPTrUYECKIUE LIEHTPHI IT0 MECTY KUTEJIbCTBA M pabOTHI, TAE OHU OCBaM-
BalOT METOIMKU MPOBENCHUSI OTHOCUTEIbHO MPOCTHIX MHTEPBEHIIMOHHBIX
npoueayp, a iMeHHo — uMruiantauuii MK/I.

Ha tpeTheM 3Tare 3TH CrieliMaIncThl OPraHU30BBIBAIOT U 00ECTICYMBaIOT
paboTy 1o agekBaTHBIM oO0beMaM uMruianTaunii UKJI (T.e. mo mpodumax-
TUKE BHE3aITHOM CepAeyHO cMepTH) Ha 0a3e yxKe CyIIECTBYIOLIUX Jeued-
HBIX yUpeXkneHuii (001acTHbIE, TOPOACKUE, pallOHHbIE OOJBHUILIBI — BE3ME,
IIIe €CTh BO3MOXKHBIC YCIIOBHUSI) BO BceX pernoHax Poccun.

Hcxons u3 HeobxoauMocTH npoBeaeHus 56.000 mmnaaHTamuia
KapamoBepTepoB-aeuopmussTopoB (okojo 400 uMIIaHTauMii Ha 1 MITH.
HaceJeHMs1) KaxIblii TaKOW LIEHTP MOJIKEH OYIeT OCYIIeCTBIISATh U o0ecIIe-
YUBaTh AMHAMUYECKOE HAOJIIOACHIE ¥ TECTUPOBAHUE 3a 56 HOBBIMY MMILIAH-
THUPOBAHHBIMU YCTPONCTBAMM KaXKIBII TOII.



152 lpunoxeHne

DTOT MOAXO0M, OOBETUHSIIOIINIA YCYUTHST KITMHUIECKUX CITEIINATNCTOB pa3-
JIMYHOTO TTpoduJIsl, MO3BOJUT B KpaTyaiiliue Cpoku (10 Tpex JieT) obecrie-
YUTh aIeKBaTHBII 00beM MPOGUIAKTUKY BHE3AITHOM CEPIEYHOM CMEPTH BO
Bcex cyobekTax Poccuiickoit deneparmu.

Ponb 6racmeit mecmuoeo, pecuonapHoeo u gedepanbHo2o ypogHeil 6
peaauzayuu npoepammsl npogusaxmuxu BCC

s neyeHus KU3HEeyTpoXKaoIIMX apUTMUIA, BOSHUKAIOLIMX BHE CTallU-
OHapa, MOXET OBbITh 3(PPEKTUBHBIM UCTIONIb30BaAHKE HAPYKHBIX NerUOpUI-
JigTOopoB. Micnosib30BaHMEe JAaHHOTO METO/1a B 001IECTBEHHBIX MECTaX MOXKET
MMETh BaXKHOE 3HaUEHUE [JIs1 COKPAILIEHUS] BpeMEHM OT Hayajla CepeqYHOro
apecTa 10 MOMEHTA BbIMOJHEH S JiIedeOHOM AeUuOpUISLIMU. Y CUIUS Bia-
CTeil MECTHOTO U (heiepaIbHOTO YPOBHE MOTYT ObITh HallpaByieHbl Ha (hop-
MUPOBaHUE COOTBETCTBYIOLLEH 3aKOHOAATEIbHOM 0a3bl U peaau3aluio Mpo-
rpaMM MO pa3MEeIIeHUIO HapyXHbIX AePUOPUIUISTOPOB B IIKOJAX, CIIOP-
TUBHBIX YUPEXKIECHUSIX, MECTaX C BBICOKOW IUIOTHOCThIO CKOILJIEHUsI Hace-
JIEHUsI, a3poropTax, BOK3ajax, a TakKe Ha camoJieTax U APYTUxX TpaHCIOpT-
HBIX CPECTBAaX.



