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Buesannas cepaeunas cmepth (BCC) — onHa U3 BeXyIIMX NPUYMH CMEPTHOCTH B Pa3sBHTHIX
CTpaHax, 4acToTa ee coCTaBisieT oT 15 10 20% BceX HEHACHIBCTBEHHBIX
CITy4aeB CMEPTH.

OnHOM M3 M3BECTHBIX CErOIHs IMPUYNH BHE3AITHOH CEpIeYHOH CMEPTH MOJIOIBIX JIMI SBJISETCS
cunapoM bpyrana.

B 1992 roxy 6patss P. u J.Brugada omyGrkoBany HaGIIOJEHAE 32 BOCBMBIO NAallHeHTaMH (6
My>XYAH W 2 JKCHIIWH), UMEBIIAMH B AHAMHE3€ CHHKOIAIBHBIC COCTOSHUS M OIH30[pbI
KIHHHYeCKoW cmepTtu. Jlnd -BepI/I(i)I/IKaL[I/IH UX IPHYAH TaldeHTaM OBUIM BBITOJHEHEI
BCEBO3MOJKHBIE MHCTPYMEHTAILHBIE UCCIIENOBAHMUS: 3JIeKTpoKaparorpadus, sxokapauorpadus,
HArpy304HOE TECTHPOBAHHE, AHTHOrpadus, dIeKTPOGH3MONOrHIECKOe HCCIEOBAaHHE. 4-M H3

HUX ObLTa MPOM3BeeHA OHOIICHS MUOKap/a.

ITpoBe/IeHHBIE HCCIEAOBAHMUS HE TO3BOJIMIIH BBIABUTE KAKOE-TUO0 OpraHH4ecKoe
3aGoneBaHne cep/ra. EIMHCTBEHHOM 0COGEHHOCTBIO Y HAabIII0[aeMBIX MAIUEHTOB OBLIO

Hamure 610Kans! npaBoit Hoxky mydka ['uca (BITHIIT) u nongsema cermenta ST B



npaBbeIX rpyaHblx oTBeneHMs X Ha OKI' mokos. Bo Bpemsi CHHKON y HHUX. pETHCTPHPOBAIACH
nosuMopGHas JKEIyJOYKOBas TaxHKap[us, KOTOpas BO3HHKAJIa IIOCIE€ paHHUX ITapHBIX
KEJTyTIOYKOBBIX SKCTPACHCTON U JIETKO WHAYIHPOBAJIACh C IOMOIIBIO MPOrpaMMHPOBAHHOM
crumysinud. B mocnenyromeM 4 G0IpHBIM HMIUIAHTHPOBAIH KapAHOBEPTEP-IehUOPIILIATOD,
ele y 2 HapylmeHHs puTMa Hcue3H Ha (oHe mpmema Oera-O0yokaTtopoB. Y 7-ro mamdeHTa
apUTMHUSI KOHTPOJMPOBAJIACH IPUEMOM aMHOAapoHa U MTUGEHWITHIaHTONHA Ha hoHe
CTUMYJIAIIUU cepana B pexkume VVI. BocbMoil nanueHT, npuHUMaBIINE aMHOIapOH,
HEOXXUJIAHHO YMEpP BO BpeMsl UMIUIaHTAllMK KapAHOCTUMYJISATODA.

Tax OparbsmMu Brugada BmepBeie Obiim ommcaHel XxapakTepHble OKI'  u3MeHeHns,
I03BOJISIONIHE
OIPEICITUTh BHICOKUH PUCK BOSHUKHOBEHHS JKEIIy JOYKOBBIX HApPyIIEHUH pUTMA y JIHIL
0e3 opraHM4ecKuX U3MEHEHUH cepaua.

B mHacrosimee BpeMs  Ha3bIBAIOT  KIMHHKO-dJIEKTpOKapAuorpapuyeckuél  CHHAPOM,
XapakTepU3yIOIMics OOMOpPOKaMHM W SNH30JaMHM BHE3alHOW CMEpPTH Yy MalHeHToB 0e3
opraﬁnqecxnx usMeHenu#t B cepaue, nposeistonmiics Ha OKIW BITHIILY, aneBanued cermenra
ST B mpaBeix rpyasbix otBeneHHsx (V1-V3) (koTopble MOTYT TPaH3UTOPHO MCYE3aTh) C
BO3HHMKHOBEHHEM Ha 3ToM (pore smu3omoB momuMopdroit KT n GuOpHuIanmy KeayI0uKoB
(®X), oOycaBIUBaIOIIUX KINHHKY.

OGuienpuHsTON Kiaccu(UKaiy Ha CErOHAIHIMN 1eHb HeT. CyIlecTByerT,

[0 KpalHe#l Mepe, HECKOJBKO MONBITOK KIAacCH(HKAIMA 3TOr0 CHHAPOMA, B OCHOBY KOTOPBIX

IIOJIOXKECHBI Pa3JINIHBIC MNPHUHIIUIIBI. Ha mam B3rIsaa Hamnbojee YAOBJICTBOPSCT Tpe6OBaHI/I$IM

KJIMHUIUCTOB CJIeyIomast maccu¢ul<a uun.

1 ITo KnuHu4ecKum nPoABIEHUAM:

- CHMIITOMHBIH (CHHKOTIAIBHBIN) - HAJIMYME CHHKOIATbHBIX IIPUCTYTIOB
wix BCC B anamHe3e;

- 6ecCHMIITOMHBIH (6eCCHHKOMATBHBIN) — HaTH4He ToabKo KT
npusHakoB Cb 6e3 ero KIMHUYECKUX MPOSBIICHUH

Tpanc(OpMHUpPOBATHCSA B CHMIITOMHBIN).

2 INo nanuuuro IKT usmenenuii:

- kiaccudeckuii (aBubIit) — npusHaky Cb Ha OKI' nprCyTCTBYIOT

IMOCTOSAHHO,

- uaTepMuTHpyomwmit — OKI' IposBIeHAs IEPHOANICCKH MOSBIAIOTCA 1

HCcYe3ar0T CIIOHTaHHO,



= CKpBITBIﬁ — tunu4Hble u3MeHeHus Ha OKI' BO3HHKAIOT TOJBKO IOCIIE MEJIMKAaMEHTO3HON HIIH

JpYroy CTUMYJISIIUH.
Inuoemuonozu:

PeanbHyto pacrnpoctpaHeHHOCTh CBb B MOMyNsSiiMM B HACTOSIIEE BpeMs TPYIHO OICHHTE.
TouHO# OIEeHKE NPENIATCTBYET HECKOJIBKO IIPUYMH: BO-TIEPBHIX, B CBSI3M C HEIABHUM OIIMCAHHUEM
CHH/IpOMa, JIUIIIb HEMHOTHE XOPOIIO 3HAIOT €r0 KJIMHUYECKHUE MTPOSBICHUS, BO-BTOPHIX, HATHIHE
UHTEPMHTHPYIOMIUX U CKPBITHIX (GOPM 3aTpyqHSIOT AUATHOCTUKY 3TOTO 3a00JIeBaHUS.

Cunraercs, yto MyxuuHbl Gosetor Cb B 8-10 pa3 uame, yem >XeHIIWHBL B HEKOTOPBIX
ctpasax Oro-Bocrounoit Aszuu Cb sBisercs omHOM M3 HamOosiee YacThIX NPHYUH CMEPTH
MOJIOZBIX MYXX4uH, oOycnaBnuBas 4-10 BHesamubix cmepredt Ha 10 000 HaceneHus B rof.
CymecTtByeT naxke MHEHHE, uTo N0 50% ciydaeB BHE3alHOW CMEPTU CpeIu IAalUEeHTOB Oe3
OpraHMYECKHX IMOPaXKEHUH cepIlia B 5TOM PErHOHE MOXKET OBITh BHI3BAHO CHHIPOMOM Opyraja.
B mpyrux crpaHax JIMOIb TOJILKO JENAIOTCS MOMIBITKH ONpENeNHuTh pacrnpocTpaHeHHOCTH Cb B
monyssud. Tak, B ogHo# u3 6ompHUL CeBeprnoit Kapomuns! (CIIIA) 65110 npoanamu3upoBaHo
12 000 OKTI" maruentoB Oe3 3aboneBanuii cepaua. [Ipu sTtom u3menenus, xapakrepusle 1 Cb
ObUTH OOHapY>KEHBI yv 52 n3 mux (0,43%). Vnentudynoe uccienoBaHue ObBLIO NPOBEAEHO B
HECKOJIbKUX OOJIBHUIIAX
Snouuu cpenu 8612 manmentos, rae nogoousie OKI' n3Menenus 6611 0OHAPYIKEHBI Y

12 (0,14%) obGcnenoBaHHbIX.
Dmuonozun u namozenes:

Ha ceromusmanii nens CuagpoM Bpyrana cunuTaeTcs: epBUYHOM «IJIEKTPUIECKOi» 00IE3HBIO
Cepila, pa3BHBAIOLIEHCS BCIENCTBHE AHOMAIBHOH 3JIEKTPOMH3HOIOIHYECKOH aKTUBHOCTH
3MHKap/Ia MPaBoro XKeIyI04uKa B 00JIaCTH BBIHOCAIIErO TPAKTa.

B 1998 roay Chen et al. ycranoBunu, 4to reHetuueckoi ocHoBod Cb sBiseTcs MyTanus B
reie SCN5A Ha KOpOTKOM Iuiede 3-if XpoMocoMbl 3p21-24. DTOT reH KOAUPYET CTPYKTYpY
benka anb(a-cyObeIMHUIBI HATPUEBBIX KAHAJIOB, OOECIHEYMBAIONIMX HATPHUEBBIA  TOK
nortenmaina aeiicreus. Cb HaciegyeTcst 1o ayTOCOMHO-JOMHUHAHTHOMY THITY.

Wonasm MexanusmoM CBb mpu myrtanuu SCNSA sBiseTcs yMEHBIICHHE KOJIMYECTBA HIIH
YCKOpEHHAs MHAKTHBAIMS HATPUEBBIX KaHAJIOB B KJIETKAX SIMKap/a MPaBOro JKelyao4ka, 4To

MIPUBOJUT K YMCHBIICHHUIO INIOTHOCTH IIOTOKa HaTpus U HpE)KﬂCBpeMeHHOﬁ penoisipu3anini



smukapaa. Kpome toro, mpu CBb Obuto 0oOHapyXe€HO I€peMELICHHE HATPUEBBIX KAaHAIOB C
IIOBEPXHOCTH KJIETOK B 9H/IOILIA3MaTHUECKUH PETHKYIYM, YTO TaK)Ke HapylaeT uX QyHKIHIO.
VBenu4yeHne KaJIueBOro Toka Morjio Obl ©UMETh OoJ00HBIN 3G (dEKT, OMHAKO STOT MEXAHHU3M JI0
HaCTOAIIero BpeMeHu He Obl1 onucad y 601pHBIX Cb. IloTeps BepmuHbl moTeHana qeicTBus
B HEKOTOPBIX y4YacTKax SMUKapja IMPH €ro HOPMAJIbHON BENMYMHE B SHAOKApIE CO3[IacT
JIACTIEPCHUIO PETIOJIIPH3AIAN CTEHKH JKEIy109Ka, IPUBOISIIYIO K TPAHCMYPaJIbHOMY I'PaJHEHTY
HaIpsOKeHus, KoTopbiid nmpossisercs Ha DK aneBanueit cermenta ST.
BeposiTHO, BCiIECTBHE BBINIEYKAa3aHHBIX MIPOIECCOB MOSIBIAETCS «ySI3BHUMOE OKHO», BO BpeMs
KOTOPOTO MOXET BO3HHKATh MEXaHU3M re-entry, 3allyCKaroIui JKeIyI04YKOBYIO TaXMKapIHIO U
GUOPUIUISIUIO JKeyIouKoB. Takum oOpa3oM, MyTals B I'eHe NPUBOIUT K IoTepe (yHKIHMH
KaHaJIOB, YTO CO3/IaeT I'€TEPOreHHOCTh pedpakTEepHBIX NEPHOJOB - HACATBHBIA cybcTpar ais
MeXaHHU3Ma re-entry u >xesry1oukoBbIx aputMuii. BosaukaoBenmo XXT u ©XK y takux 60sbHBIX,
KaK MPaBUIIO, IPEIIECTBYET MPEXKIEBPEMEHHOE COKPAIIIEHUE JKEIIYTOYKOB C
uatepBasioM cuemienus 388+/-28 mc.. Ilpu 3anucu OKI' HemocpencTBEHHO OT 3MUKapaa M
SHJOKap/a MmpaBoro xenynouka y 6ompHbIX Cb ¢ Tak HazpiBaeMoit “coved type” aneBammeii ST
OT dnMKapaa OBUT MOJTyYeH HmoTeHImat neictBus B popme “spike-and-dome” (“mum u xymoin™),
aor
SHJ0Kap/a He OTIHYaJICs 0T KOHTPOJIS, YTO SBJIAJIOCH IIPOSBICHUEM TPAHCMYPaIbHOTO
rpanuenta HanpsokeHus. Kondurypanus “spike-and-dome” MoxeT Takxe yIHHHTD
[OTEHIMAJl IEWCTBHsS OIHMKapJa W CI0COOCTBOBaTh OBICTPOH peBEpCHH TPaHCMYPAIbHBIX
rpagueHToB, 4to npuBomuT K 3amucu Ha OKI' maBeptHpoBanHoro 3youa T. Jlpyrue aBTOpBI
CUMTAIOT, YTO NPHYAHON 3meBanuu cerMeHTa ST CIyXuT napafoKcalbHOE COKpalleHHe
PEIOJISpH3aIliK B SITUKap/Ie BEIHOCSIIETO TPAKTa IIPABOro KeEITyI04Ka.
Onnako npanexko He Bcerna Cb compoBOXAaeTcss BBIABICHHEM IIPH I'€HETHYECKOM aHaIIN3e
myTanuu B SCNSA. [To faHHBIM HEKOTOPBIX HCCIIENOBATENEN 3TOT IeH
obycnasnuBaer okojio 20% ciydae 3aboneBaHus. B cBa3u ¢ aTuM npenmnonaraercs, 4ro Cb
MOeT OBITh BBI3BAaH M JPYTMMH MyTallMsMH, KOTOpbIC elle He HAeHTU(uuupoBanbl. Mmeercs
omucanue GeccumnTomMuoro Bapuanta Cb mpu MyTanuu, OpUBOAAINEH K HApPYIICHHIO CBSA3H
KaJIbMOIYJIMHA C HATPMEBBIM KAHAJIOM, YTO BBI3BIBACT HAPYIIEHHE MOJYJISIMA pabOThHI
HATPUEBOTO KaHaJla HOHAMH KaJIbIH.
Tak kak B ocHoBe CB nexuT mucdyHKIMS HATPHEBBIX KAHAIOB, TO BBEJCHHE TAKMM OONBHBIM
AHTHAPHUTMHYECKMX MperaparoB | kiacca (6710KaTOpoB HaTpHEBBIX KaHatoB) ycummsaer JKI
NpU3HAKM CHHAPOMa, YTO MHOTHMH aBTOpaMH IIpeUIaraeTcs  HCIOJb30BaTh  Kak

I[I/IaFHOCTI/I‘-IeCKI/Iﬁ TECT IPHU BBIABJICHUN JaHHOT'O 3a00JIeBaHUs.



[Ipennonaraercs, YT0 MOMHMMO TE€HETHYECKMX HApyIIEHUH BaXXKHYIO ,pOJib B DPa3BHTHH
nosumopdHo# KT u @X npu Cb urpaer akTUBHOCTh aBTOHOMHOM HEPBHOM CHCTEMBL. B o1HOM
U3 WCCIIeIOBaHUH OBUIN IOJTyYEeHBl JaHHBIE, JOKA3bIBAIOIINE CTUMYJIUPYIOIUH 3G GeKT Baryca
Ha pasButre ®X. B sTom Habmonenun y 6 nanuentoB Ha pore Cb smm3omsr @K umenn mecto
BO BpeMs CHa, OTAbIXa WM MOYEHCILyCKaHHUs, TO €CTb B MOMEHTHI 3aMEJJICHHUsS CHHYCOBOTO
puTMa U Bo3pactanus 3HaueHus HF (BbICOKOYaCTOTHON COCTABIISIOLIEH CIIEKTpa PUTMOTPaMMBI)
¥ He BO3HHKAIXM BO BpeMs ¢usmueckoil Harpysku. OKI' npusnaku Cb mosBismuch mocie
BBEJICHHS ITPOIIPAHOJIONA, THIIEPBEHTHIISAIINY U HA000POT HcYe3alTd 1ociie
(bu3nyecKoil Harpy3Kku M HHGY3UH H30IPOTEPEHOIIA.

Takxum 06pazom, OBUIO MOKA3aHO,YTO AKTHUBAIMS [1apAaCHMIIATUYECKON HEPBHOM CHCTEMBI HMIIH
TOPMOXKEHHE CHMIATHYeCKOd wurpaer poss B aputmoreHese npu Cb. O6 astom ke
CBHJIETEJBCTBYET yBEIMUSHHE dJieBaIiu cerMeHTa ST py BBeZIEHUN XOJIMHOMHMETHKOB.
JlokazarensCcTBOM cuMIaTuueckoi nucyHknuu npu Cb ciayXuT takxke
HCCIIEI0OBAHUE, B KOTOPOM OBbLIO OOHapy»X€HO MECTHOE CHI)KeHHe oOparHoro 3axmarta 123 I-
MeTaion0eH3MITyaHuInHa (aHajora HOpagpeHATHHA) IpecHHANTH4ecKoH MeMOpaHon
KapIuaTbHbIX HeHPOHOB Y 47% nanueHToB ¢ Cb 1 HM y OJJHOTO U3 IPYIIIE]

KOHTpOJIs1. Takxke moka3aHo, 4TO KaTeXOJAMUHBI YMEHBIIAIOT 3JIEBAIMIO CErMEHTA
ST u B psne ciaydaeB kynupyroT OX.

Kpome Toro, B matorenese CB BO3MOXKHO UrpaeT poiib aucOananc Mexnay anbda- u Oera-
aJpEHepPru4ecKoi cTUMYIIspei. Tak pyu BBEeACHUH MaleHTaM ajlb(a-aIpeHOMUMETHKOB HITH
Oera-aqpeH00J0KaTOPOB HA0MIOJAIOCH YBEIMYEHHUE JJIEBAIIMA
cermenTa ST, a mpu BBeIeHHH anb(a-aapeHo0I0KaTOpOB U OeTa-aJpeHOMUMETHKOB —
€e¢ YMEHBIICHHE.

Takum o06pa3oM, HEOOXOAMMO WCCIEAOBaHME IIpe- M IOCTCHHANTHYECKOH —(yHKIMH

CHMIIATHYECKOTO M IIAapacHMIIaTHYECKOTO OTHEJIOB BEr€TAaTUBHOH HEPBHOM CHCTEMBI IS
pellleHHsl BONpOCa, SBISIETCS JIM OTO IEPBHYHON CHMIATHYECKOW JUCHYHKUHMEH HIH
JucOaIaHCOM MEXIY 3TUMH JBYMs OTIENIaMHU.
B nuTepaType BCTpedaroTcs yKasaHus Ha rosiBiieHre THIHYHEIX 11t Cb nsmenennit va OKI' oz
BO3JEHCTBHEM JPYTHX IPWAYAH I[IOMHMO TeHeTHYeckoi maromoruu. Tak —ompcaHbI
opyramononobusie m3MeHeHus OKI' y 601bHOro BO BpeMst JIMXOpaIKH, KOTOPBIE, OJHAKO, HE
ObUIM  IOATBEPXKIEHBI [PH  HOPMAJU3allMM  TEMIIEPATYpbl TECTOM C  BBEICHHEM
AQHTHAPUTMHYECKHX Ipenaparos I xiacca.

W3amenenus Ha DKI no tumy Cb 6e3 KIIMHUYECKUX IOATBEPKIACHUA CHHAPOMA MOTYT
HaOMIONAThCA Y MAIMEHTOB C 9KCKaBallMed IPyJHOH KJIETKM (BEPOATHO H3-3a XPOHHYECKOTO

HOBPEKICHHUS IPABOTO XKEIyN09Ka), IIPH TeMOIICpHKape.



Ornucan citydait peructparuu tunugHort 1uist Cb OKI' kapTuns! npu omyxony

cpenocrenus ¢ Hopmanuzanueil OKI' mocne ee yganenus, 9To, BO3MOXHO, CBS3aHO CO
CIaBJICHHEM OILyXOJIbIO BBIHOCAIIErO TpakTa IIPaBOro Xemynodka. VMerorcs cooOmeHus o
nosiBiieHud npu3HakoB Cb B mpu ymorpeGneHun OONBIIMX 103 KOKAWHA, TPUITHKIAYECKHX
AHTHJICIIPECCAHTOB, OJHAKO TPYAHO CYIMTb, SIBISETCS JIM 3TO MposiBieHUueM ckpeitoro Cb mimm
nproOpeTEeHHBIMU Opyragonoj00HBIMI

HU3MCHCHHUSMH.

Knunuka u ouaznocmuka:

OcHoBHOe KIHHAYecKoe mposiBiieHne Cb — CHHKONaIbHBIE COCTOSHUS U 3MU30/1bI BHE3AITHON

cmeptr. Okono 80% 6GompubX, nepenecmux BCC, B aHaMHe3e MMeNX IO 3TOr0 CHHKONBL B
TSKETIBIX CIyYasXx 0OMOPOKH MOTYT COIPOBOXIAThCS CyqoporamMu. ¥ psna O0JbHBIX IIPUCTYIIBI
IpOTeKaoT 0e3 TMOTepH CO3HAHUS M XapaKTEpPHU3YIOTCS BHE3AIHO IIOSABIIIOMIEHCS DPE3KOH
cnabocTeo, OJIeqHOCTRIO, MepebosiMH B paboTe cepAla WM TOJIBKO cepaucOueHusMu. B
GonpmmHCcTBE ciiydaeB kiuHuka Cb o6ycmoBnena Bo3HukHoBeHHEM XK T mm @K, onnako ona
MOJKET OBITh CBA3aHA M C HAJDKEIYIOYKOBHIMH TaXHAPHUTMHUAMH (B YaCTHOCTU ¢ GpUOpMILIALHMEH
peacepanii).
DNH30/BI KETYJ0UKOBBIX ADUTMHUM Yallle BOSHHKAIOT Yy B3POCIBIX MYyXUYHH(CpeaHuil Bo3pacT 38
JeT), oHaKo MoryT Habmomarses y aereit (omucans! KT u ®XK y pebenka B Bo3pacte 6 Mec.) U
noxuiex Jir (73,5 ner). XXT u @X kak npaBuiio BOZHHUKAIOT BO BPEMs OT[bIXa WM CHA, IPU
OpaauKapIuH, OJHAKO MOTYT BBI3BIBAaThCS (u3Mdeckoil Harpyskoi (mo 15% ciydaes). MHorza
IPUCTYIIBI XKEJIYA04KOBBIX apuTMuii mpu CB MOryT mpoBOIMPOBATHCS IPUEMOM AIKOTONSA H
JIUXOPATKOMH.

IIpu anamu3e 3aBucuMocTd pasButust OJK OT BpeMeHH CyTOK M aKTHBHOCTH OOJBHBIX OBUIH
0GHApyKeHB! CIEIyIOIME 3aKOHOMepHOCTH: HO4blo (¢ 18 106.00) ®XK Bo3uukana B 93,3%
cinydaes, aHeM (¢ 6 10 18.00) — B 6,7%; Bo Bpemsi cHa — B 86,7% (43 Hux 76,9% ¢ MOIYHOUYH JIO
6.00, a 23,1% - B ocTanbHOE BpeMs) M BO BpeMs GoxpcrBoBaHus — B 13,3% ciydvaes. Otu
JaHHBIE COMIACYIOTCS C OIMCAHHOHM BBINIE THUIIOTE€30M O pOJIM IOBBIMCHUS TOHyCa Baryca u
CHIDKEHHH TOHYCa CHMIIATHYECKOH HHHepBaIuy B aputMorenese npu Cb.

OcHoBHBIM MeTonioM auaraoctiku Cb sBisercs OKT.

OGHapyXeHHe NPU3HAKOB GJIOKaIbl IPaBOii HOXKKK Iyduka I'mca (MOXeET OBITH HENOJHOM) H

sneBanun cermenta ST B oTBesenusax V1-V3 mpu cOOTBETCTBYIOIIEH KIMHHYECKON KapTHHE



CIIy’)XUT moaTBepkaeHueMm auartoza Cb. B 3TUX ke OTBEIEHHSX MOXET ,TaKkke OTMEYaThbCs
uHBepcus 3youa T.

Xapakrepuble u3MmeHeHus Ha OKI' m[pucyTcTBYIOT MOCTOSHHO WM MOSBIISIOTCS
HEPUOIUYECKH, BO3MOXKHO IE€pell U IOCIE 3MHU30[0B apUTMUH, YTO MOXKHO 3aperuCTPHpPOBATH
npu XOJITEPOBCKOM MOHUTOPHPOBAHHH.

U3BectHsl Takue noabeMsl cermenTa ST kak Cb -"cBox" (dome-like wu
coved type) u "cemno" (saddle-like mmm saddle-back type).

ObnapyxeHa B3aUMOCBSI3b MEXAYy THIOM IogbeMa cerMeHTa ST M BO3HHUKHOBEHHEM
KEJTyTOUKOBBIX HapyIIECHUH pUTMa.

Tak, mogpeM THIa "cBOA" TOCTOBEPHO MPeoOiafaeT y MaleHTOB ¢ CUMITOMHBIME (opMaMu
Cb, y xoTopsIx B aHamMHe3€ ecTh yka3zaHus Ha ®XK uim cHHKOIaIbHBIE IPUCTYIIBL, KPOME TOTO, Y
STHX MAIlMEHTOB 3HAYUTEIHHO Yalle HabarogaeTcss BHE3aHas CMEpPTh, B CPABHEHHH C
JUIaMH, Y KOTOpPBIX mpeobiamaeT moabeM cermeHta ST Tuma "cemno" um dame oTmedaercs
6eccumnToMHubli Bapuant Cb.

OnHako MpexOoIdImuid xapakTep uW3MeHeHH Ha cranmaptHod OKI' cozmaer 3HaYMTENBHBIE
TPYAHOCTH B JUArHOCTUKE, YTO 3aCTaBISIET MCKATh JPyTHe HaJeKHBIE METOMbl BepHpHKALUH
JTAHHOT'O COCTOSIHUS.

Hexotopsre aBToppl i auarHoctukd Cb mpeanararoT HCIONB30BaTh BBICOKHE IIPABLIE
IPYIHBIE OTBEICHHS, 3apETHCTPUPOBAHHBIE HAa 1 MM 2 MeXpeOepHBIX MPOMEXYTKa BHIIE
CTaHIapTHHIX. [IpH HCCIeNOBaHUM MAIMEHTOB, PEAHMMHPOBAHHBIX I10CJIE€ BHE3AIIHOM CMEPTH
HESACHOM DSTHONOTMM, M WX pojacTBeHHHKOB mpusHaku Cb Ha crappaptHoir OKI' Obpim
3apeructpupoBanbl y 69,2% mnamueHtoB U 3,4% HMX poACTBEHHHMKOB. IIpu Hcmonb3oBaHHH
BBINIEYKA3aHHBIX JOMOJIHUTEIBHBIX OTBEICHUH 3TH IUQPBI CyIecTBeHHO Bo3pacTau (10 92,3%
1 10,2% COOTBETCTBEHHO).

INepcnexkTuBHEIM HanpasienuneM guarHocTukd Cb cumraercs Ttaxxe perucrpamust OKI
(cTaHIApTHBIX OTBEIEHHI W BHICOKUX IIPABBIX TPYAHBIX) Ha (OHE BBEAEHHUs OJIOKATOPOB
HATPUEBBIX KaHIOB (aHTHapuTMuueckux npemapatoB IA u IC Kmacca — ailimMaivHa,
IpOKanHaMHa, (ICKauHIIA).

Tak B BHIIICONMCAHHOM HCCIIEJOBAHUH I10CTIE€ BBEACHHS MPOKAaMHAMUJIA YACTOTa OOHAPYKECHHS
BITHIII B coueranuu c 3neBanumeit cermenta ST nHa cranmapraoit OKI™ cocrasmna 70% cpenu
GonpHBIX M 14,6% cpeau WX pPOACTBEHHHKOB, a IPH KCIIOJB30BAaHUU BBICOKHX TI'DYIHBIX
otBenenuit DKI" npusnaku Cb perucrpupoanucs eme dame — 90,0% u 47,9% cOOTBETCTBEHHO.
CrenyeT HOMHHTb, 4YTO NPH BBIIOJHEHHH STHX Ipo6 Heobxomuma ocobas TOTOBHOCTH

MEIIepcoHalla K IPOBEACHHUIO PCAHMMAIMOHHBIX Meponpnﬂmﬁ, IIOCKOJIBKY BE€POATHOCTDH



pa3BUTHE MapOKCH3MAIBHON IKETyHOYKOBOH TaxWKapAWUd MU (GUOPHMIUIAIUM KETyIOYKOB BO
BpeMsI UX IPOBEJICHUS pE€3KO BO3pacTaerT.

C apyroii CTOpOHBI, IMEIOTCS HaOMIONeHUsT HopMmanu3anuu ST-cerMeHTa IpU Ha3HAYCHHU
nanuentam ¢ Cb anTnaputMudeckux npemnapatoB 1A kiacca. Kpome Toro onucano nposiBieHue
ckpeitoro Chb Ha ¢oHe mpuema aHTHMapUTMHYECKHX IpemnaparoB 1C kiacca IpH OTCYTCTBHH
nomobHoro neiictBus oT 1A kimacca. OOHapyxeHuto ckpbitoro Cb Moxer crnocoOcTBOBaTh
IpHEeM HEKOTOPBIX JPYTUX IpernapaToB, HAIPUMEP AMMEHIHAPHHATA, @ TAKXKE JIMXOpa/IKa.
Beenenue ajnbda-aapeHOMHIMETHKOB, OeTa-aapeH00I0KaTOPOB U M-XOJIMHOMUMETHKOB
yacTo yBeamuuBaet reBanuro cermeHTa ST y 6onpHbX Cb.

B mpornecce mpoBemenus sHuokapauanbHoro O®UW y muorux GomsHEIX CbB BBIIBIAETCHA
yBEJIMYEHHE TMPOJODKUTENbHOCTH HV-uHTEepBana BO BpeMs CHHYCOBOIO DHUTMa H JIETKO
unyrupyercs nomuMopdras KT, anamoruynas cmoHTaHHOH. IIpw 3TOM CTHMYJIBI JOJIXKHBI
HAHOCHUTCS B 00J1aCTH BEPXYIIKH M BEIHOCSIIIETO TPAaKTa IIPaBOro XKeIyJ04Ka.

ITo pesynbraram noBepxHocTHOro OKI'-KapTHpOBaHHUA IJIOIIANb MOBEPXHOCTH TeNa, C KOTOPOU
peructpupoBanachk seBanus cerMenTa ST, y 6onpubX Cb Obuta moctoBepHO Gonbiue, 4eMm y
rpynnbsl KoHTposs (154+/-139 cm? mpotuB 9+/-9 c¢M? COOTBETCTBEHHO) W OHA 3HAYMTEIBHO
yBEJIHMYMBAIach Iocie BBemeHus 1 Mr/xr aiimamuHa (1o 330+/-223 cm?®). B mpaBeix rpyIaHBIX
OTBEEHHSIX ATHX OOJBHBIX 0OHAPYXKHBAIKMCH GoJiee MONOXHTENbHBIE KoMIuiekchl QRS (-5+/-8
MB 1potuB —16+/-8 MB y KoHTpOIIs) 1 GoJiee KPYThIe OTPHIATEIbHbIE TPAIHEHTHI cerMenTa ST
(-0,62+/-0,41 MB/c npotus —0,29+/-0,4 MB/c y XOHTpOJIf); C APYTO# CTOPOHBI B HU3KHX

JIEBBIX IPYIHBIX OTBEIEHUAX HAOIIOIanach 06paTHas 3aKoHOMEPHOCTh. Oti OKT

M3MEHEHHs TAKKe YCHIUBAIKCH TOCTIe BBeEHHS | MI/KT afiMalnHa.

[Ipu ananuse BapuaGeIBHOCTH cepAedHOro putMa y OombHbIX CB pasiudHEIC aBTOPBI

IOJTy4aroT NMPOTHBOPEYMBBHIC NAHHBIE: KAK YBEIMYECHHE CHMIIATHYCCKOM aKTHBHOCTH IOCIE
smuzona @K M CHIKEHHMEe TOHyca Baryca, Tak M IOBBHIINIEHHE TOHYCA MApacHMIIATHIECKOH
HEpPBHOW CHCTEMBEI.
Perucrpamus DOKI' BHICOKOTO pPaspelleHHs I03BOJAET BBIABATH y TakHX OONBHBIX IO3JIHHE
MOTEHIHANBl KEIYI0UKOB, IMPUYEM HX 4YacTOTa 3HAYMTEIBHO BO3PACTAJICT IOCIE BBEACHUS
HEKOTOPHIX ~AHTHAPUTMHMYECKHX [PENapaToB, B 4YacTHOCTH (uiexkanHnna. BemmonHenue
cuuaTHrpadguu ¢ iodine-123-metaiodobenzylguanidine (MIBG) mo3BonsfeT BBIABATH B psiie
cinyuaeB Cb HapymeHne CHMIIaTHYECKO# MHHEPBAIIMY MEOKap/a.

[Ipm mnposemennu 1poG ¢ (u3MYECKOH HArpy3kodl y MalHEHTOB C Cb BO3MOXHA
HopManu3amusi cerMeHTa ST B MOMEHT Harpy3kd M IOABJIEHHE OJCBallMM €ro B
BOCCTAHOBHTEIHHOM IIEPUOJIE.

B c¢BsA3u ¢ HacIeACTBEHHBIM XapaKTEepOM 3a00JieBaHUs] HEOOXOIUMO TIIATEIBHOE



o6crteioBaHre POICTBEHHUKOB OOJIBHOTO /7S BEIIBIICHHS CKPBITBIX B O€CCHMIITOMHBIX

¢dbopm 3aboneBaHus
BoisBnenne ckpwithix Gopm Cb 3arpynHeHO, Tak Kak IeHETHYECKME METOIBI JHATHOCTHKH,
SIBJISIIOINKECS pEINAOIMMA B JaHHOM CiIydae, €Ile HEeJOCTaTOYHO LIHPOKO BHEAPEHBI B
KJIMHAYECKYIO IIPaKTHKYy, KpOMe€ TOro, Kak Y€ YyINOMHHaJIoch, MyTauus B reme SCNSA
oOHapyuBaeTcs Jaieko He y Bcex 60mbHbIX. OKI
npeaukTopamu Hammuus MmyTaruu SCNSA gBISOTCS :

1) Gostee mmuHHBI uHTEpBaT PQ (>/=21- MC);

2) 6onee B uHTepBa HV (>/=60 MC);

3) s3HaumTenbHO Oonbimee yBenwuyeHue IpojomkuTensHoctH QRS mpm  BBeneHun
AHTHApUTMHYECKHUX TpernapaToB | Kiacca, 9To COMIACYeTCs C IPENIOIaraéMbIM HapylICHHEM
GyHkuuu HaTpueBbIx KaHanoB. OTCyTCTBHE JaHHOH MyTalMH IO  HaOJIONCHUSAM
HCClleioBaTeleil MPUBOIMIO K coueTaHuio KIMHUKY CB ¢ mporpeccHpyromuMyi HapylIeHHIMH
IPOBOJMMOCTH, HH3KOM YyBCTBHTEJBHOCTBIO K TECTy C aHTHAPUTMHUYECKMMHM IIpemaparamu [
KJIacca ¥ OTHOCHTENFHO XOPOIIMM IIPOrHO30M.

Kak mnpaBuno y mamuentoB ¢ Cb He BbIiBIsAeTCS maTojorud IpH mposeneHnH OxoKT,
KOPOHAPHOM aHTHOTpaduy, SHIOMUOKAPANAIBHON OHOIICHH, HEBPOJIOTHYECKOTO HCCIICIOBAHHS.
Wnorna ximHMKa cuukonsl ¢ peructparmeid Ha OKI' sneBanum cermenra ST 3acraBiser
3aII0JI03PUTh JHArHO3 OCTporo MHGapkra MuoKapaa. Jna muddepeHnnan-HON THarHOCTHKH
HEOOXOUMO  HCCIEIOBaHME  KapAWMalbHBIX  (EepMEHTOB,  IpOBeJeHHe  Impob ¢
aHTHapuTMHUUYecKuMHE nipenapatami | kiacca 1 OKI'- KOHTPOJIb B IHHAMHUKE.

CocymectBoBanue cunapoma yauaerHoro uarepsana QT (long QT syndrome
- LQTS) u Cb xaxeTcs napagoKCaabHbIM, TaK KaK F€HETHYCCKHUE My TaI[H
BBI3BIBAIOIIME ATH 3a00JI€BaHUs PA3HOHAIIPABJICHO ACHCTBYIOT HA (DYHKIIMIO HATPUEBBIX
KaHaJIOB, OJJHAKO COBCEM HEABHO OIMCAHBI CEMBH U OOHapy)KeHa MyTaIlHsI
(1795insD), koTopasi MoxeT BbI3biBaTh ofHOBpeMeHHO B LQTS u Cb uepes
B3aUMOJIEHCTBHE C reTeporeHHBIM MuoKap oM 3aBucuMbM oT UCC criocobom. B
JIpyrom ucciienoBanuu Ha ¢pore BBeneHus 6ompHeM LQTS 3 Tuna dpnexanHnna
npousomwio ykopouenue mutepana QT, Ho y 6 mamumenTtoB npu stoM Ha OKI' HeoxnIaHHO
nossunuck npusHaku Cb.

OrnucaHbI CITyYad BO3HUKHOBEHHS aTPHOBEHTPUKYIAPHON OJIOKA/IBI IIPHU
Haymany MyTtanun SCNSA, a takoke coderanue OKI mpusnakos Cb u cuaapoma

Bonbsda-Ilapkunacona-Yaura.

Jleuenue:



Jlo Hacrosmero BpeMeHH MeaukamMeHTo3Has Tepanuss npd Cb He ,Halmuia IIHPOKOTO
IIPUMEHEHHS B CBS3HM C OTCYTCTBHEM OOIIENIPH3HAHHBIX IIPENapaToB, JOCTOBEPHO CHIDKAIOIIMX
CMEPTHOCTh y Takux OOJBHBIX. VIMeIoTCs enuHWYHBIE YyKa3aHUI Ha IPPEKTUBHOCTDH
MPEAyIPEKICHUS JKEIyJOYKOBBIX HAapyIIeHHMH pHTMa INpPH HA3HAYCHUW IIPOIpPAHOJIONA |
JTU30IMPaMH/Ia, XOTS OHH U MOTYT IIPUBOJUTE K ele 0osiee BBIPAXXEHHOMY IOABEMY CETMEHTa
ST . Ecth HabmoaeHue mpenoTBpamnienus penuansupoBanus OJK npu BHyTpUBEHHOM BBEICHUU
u3onporepeHona. [IpenpUHIMAINCH TONBITKY Ha3sHAYECHUS TaKUM MalMeHTaM aMHUOJapoHa,
OJlHAaKo, [0 MHEHHWIO camux OpatbeB bpyraga npuem amuonapoHa U Oera-010KaTOpoB He
IpeaynpexaacT BHE3AHYI0 CMEPTh Y TaKuX OOJBHBEIX (26% B TeueHue 3 JIeT, 94TO JOCTOBEPHO
HE OTJIMYAETCS OT CMEPTHOCTH OOJBHBIX Oe3 neuenus, 27+/-29 mec.). Ilpu 3ToM y 6obImuHCTBA
OonbHBIX W3 Tpymmsl C ¢ BIEpBBIE BO3HUKIINMHU ApUTMHUSMH BO BpeMs IpEeIBAPUTEIbHON
IIPOrpaMMHUPOBAHHOM JKEITYyAOUYKOBOH CTUMYJISIIMHA OBUIM TaK)XKe HHIYLIMPOBAaHBI )KU3HEOIIACHbIE
apUTMUH.

OHAKO HEKOTOPHIE aBTOPBI co00ImaroT 06 oauHakoBo# yacToTe HHAYKIHK XK T y
CHUMIITOMHBIX ¥ O€CCHMITOMHBIX 00IBHBIX (68%).

EcTb 1maHHBIE, 4TO MpeAWKTOpoM TpaHchopmarmu OeccumnroMHOoro Cb B CHMITOMHBIA
TaK¥Ke MOXKET CIIYXUThb Goee umuHHBIH naTepBat HV (59+/-8 mc nmpotus 48+/-11 mc).

Onuum u3 ¢paxtopoB pucka BCC nmpu Cb HEKOTOPBIE aBTOPHI CUHTAIOT YBEIHYCHHE IIOMIAIN
IOBEPXHOCTH TeJa, ¢ KOTOPOM PErHcTpHUpyeTcs dieBamys cerMeHTa ST mpu MOBEpXHOCTHOM
OKI'-kapTtupoBaHud. B d4acTHOCTH, y OOJNBHBIX, y KOTOPBIX @pPH IPOrpaMMHUPOBAHHON
KEJTyIOYKOBOM CTUMYJISAIMH ObUTa MHAYLUPOBaHA KEIIyI0YKOBas TaXUKapIus, 9TOT OKa3aTeNlb
cocraBun 183+/-139 cm? mportuB 52+/-58 cM? y GONBHBIX IPU OTCYTCTBHM HHAYKIMH (IS
wromaad >/=50 cM? MO3UTHBHBIM M HEraTHBHEBIA MPEAUKTOPHBIA ypoBeHb cocTaBHIM 92% u
60% COOTBETCTBEHHO). B 3TOM ’X€ HCCIeNOBaHMM HAJIHYHE ITO3JHHX TOTCHLIUAIOB TaKXKe
KOPPEJMPOBAIO C HHAYKIIMER

YKEITy/I0YKOBOM TaxvKap/uH (II03UTHBHBIA U HETaTHBHBIN IIpeIMKTOpHBIE ypoBHH 100%

U 75% COOTBETCTBEHHO).

O6cyxmaeTcs pojib yBeanueHus aucnepcun uaTeppana QT kak Mapkepa NOBBIIEHHOTO PUCKH
GubpuIAIEH Kenyn04KkoB y 60apHBIX CB. FIMeIOTCs TaHHBIE KaK B I0JIb3Y JaHHOH I'HIIOTE3BI,
TaK ¥ IPOTHUB HEeE.

[ToMrMO Ha3BaHHBIX, IIOKA3aHUSAMH K UMILJIAHTAI[UH KapAuoBepTepa-
nepubpuiaTopa y 6eCCHMITOMHBIX MAl[MEHTOB B HACTOSIIEE BPEMsI CUMTAIOTCS TAKKE
CJIEYIOIIHE MTOKA3aTEIIH:

1 My>XcKo# IOJI.

2 Bospact 30-40 ner.



3 Cewmetinnit anamue3 no BCC.
4 Hannuune mytamun B reae SCNSA.

5 Hammmume criontagaex DK™ nsMenennii B orBegeHusx V1-V3.

KoTopas coctaBisieT 31%).

B HacTosmee BpeMs BelOeTcs IIOMCK JPYTHX IIpemnaparoB, KOTOpble MOTIM OBl OBITH
ucnonb3oBansl A nedeHus Cb. Hampumep, omumcan ciy4yadl NpenoTBpalleHHs pETyJSIPHBIX
SMH30,I0B GUOPHILISLUYN KETYJOUYKOB MPH OPAIbHOM IPUMEHEHHH LUIOCTa30ya (MHIrHOHTOpa
¢dochomusTepassl), MOATBEPKIASHHOTO TECTOM IIEPHOANIECKON OTMEHEL. Y MEHBINAIOT 3JIEBAIHIO
cermenta ST (6e3 ykazaHust 3¢ (EKTUBHOCTH IPEIOTBPAIICHUS APUTMUI) aJpEHOMUMETHKH U
anb(ha-aapeHo0J0KaTOpbl. EMMHCTBEHHBIM JOCTOBEPHO 3G (GEKTUBHBIM METOJOM JIEYCHUS
60MpHBIX CHMNTOMHBIM BapuaHToM CB B Hacrosiiee BpeMs CUYHTAETCS HUMILIAHTALUS
KapauoBepTepa-aehudpuuaTopa, npenorpamaromero snu3oasl BCC. Ilo HekoTopeIM qaHHBIM
Ha3HAYCHHME aMHoJapoHa Ha (OHE HMIUIAHTHPOBAHHOTO KapauoBepTepa-aehudpuuaTopa
MOXET YMEHBIINTh YacTOTy ero paspsmoB (xoTd 3(dexTHBHOCT, amMHOAapoHa I
IPeIOTBPAIIECHHS apUTMHIA, KaK OBLTO y)X€ CKa3aHO BBIILIE, HE JOKA3aHa).

Bomnpoc 06 uMIUIaHTanuy KapauoBepTepa—aehHOpHIIATOpa MalueHTaM ¢ OeCCHMITOMHBIM
BapuanToM CB B HacToOsIIee BpeMs II0ABEPraeTcs BCECTOPOHHEMY 00CyxaeHu0. Jlonroe BpeMs
OCHOBHEIM ()aKTOPOM pHCKa pa3BUTHsS B OyIyImIeM >KHM3HEONACHBIX AapUTMHH CYHTalIach
nayknus B npouecce DOU XT u ®XK. Tak, mpu JoaroBpeMeHHOM HabmOfeHHH 3a OONBIIOH
rpymmoi 6oneHeX CB (rpymma A - peaHIMHpPOBaHHBIE HOCIIE OCTAHOBKH Cepla, rpymmna B —
HUMEIOIINE CHHKONAIBHEIE 31H30/6l, rpymnmna C — 6ecCUMITOMHBIE NALMEHTHI) ObUIM IIOJIYyYEHBI
CIIEIyIOIIHE

nannble. [Ipy mporpaMMUpPOBaHHOM CTUMYJIALMK B IPyIIe A WHIAYKIHSI apUTMAH

Habmoznanack y 83%, B rpymie B —y 63%, B rpynne C —y 33% GonbHbIX. Bo Bpemst
IIOCITEYIOMIEro [UTATENLHOTO HAOIIOJCH S HOBBIE APUTMHUYECKHE STU30/1bI ObLIH
3aperHCTPUPOBAHEI y 62% 06C/Ie[0BAHHEIX TPYIIIBI A (BpeMs Habmonenus 54+/-54

Mec.), y 19% rpymmst B (26+/-36 Mec.) u Tonsko y 8% rpymmsr C.

Ipoznos:

ITporno3s npu Cb cepbe3nslii. bobHbBIE 9acTO yMUPAIOT BO BPEMSI IIPUCTYIIOB
seitenctere OXK. Yacrora BHE3aMHON cMEPTH IIPHU OTCYTCTBUH aJCKBATHOTO JICUCHHS
110 JaHHBIM Pa3HbIX aBTOpoB Koiebuercs ot 10 1o 40% B rox [79,80], mpruyeM puck 1Tt

GONBHBIX ¢ TIOCTOSHHBIMHU M Iepuoauueckumu u3MeHeHussMu OKI sisercs



OJHUHAKOBBIM.
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PeyeH3us:

denepaabHOE rOCYyIapPCTBEHHOE OIOIKETHOE 00pa30BaTENbHOE YUPEKIECHUE BBICILIETO
obpazoBanus «KpacHOSPCKHII rOCyAapCTBEHHBIA MEAULIMHCKUN YHUBEPCUTET UMEHU
npodeccopa B.-®. BoiiHo-Acenenxoro» MuHrcTEpCTBa 31paBOOXpaHEHHS
Poccutickoit @enepanuu.

Kademnpa xapauonorun, QyHKIIMOHAIBHON U KIMHUKO-Ia00paTOPHOH THarHOCTUKU
41800

Perensus Ha pedepar opauHATOpA IIEPBOrO roAa 00ydeH!s CIIEHUaIbHOCTH
«DyHKIMOHATbHAS JUarHocTHKay BanepuanoBoil TaTesHs! I'eHHaNBEEBHEI ITO TEME

«Cunopom bpyzaoa»

B Hacmoswem pegepame pacckazvléaemcs 0 CUHOpoMe, 4acmo npusoosujemy 6es
JleYeHUs K 6He3anHOU cmepmu nayuenma, eviaenenHom 6 1992 200y bpamesmu P u J
Brugada. Ha ocnoeéanuu Habnwooenus 3a 810 nayueHmamu ¢ CUHKONATbHLIMU
cocmoanusmu be3 0p2aHuuecKo20 nopadiceHus cepoya.

Ha moii 632130, mema packpeima xopouio: npueedenvl IKI-npusnaku, pasnuyHeie
Knaccuguxayuu 0anHo20 cunopoma 8 sagucumocmi om noovema ceemenma CT,om
KITUHUYECKUX Npoasienutl u onumensHocmu nposeénenus na OKI'.

Pacckaszano 0 NPUYUHAX B03HUKHOBEHUSL OaHHO KaHAIoNamuu,
PaCnpOCMPAHEHHOCMY 8 NONYTAYUY 6 3A6UCUMOCHU OM NOJN08020 NPUSHAKA.
Ilepeuucnenvt Haubonee uyacmeie KIUHUYECKUE NPOAGLEHUS 6 3A6UCUMOCMU OMm
603pacma, OmMMeYeHd C6A3b C HASPY3KOU U 6peMeHeM CYMOK. Ilepeuucnenvi
ocHogHble cnocobbl duaznocmuxu, maxue kax IKI, XM, medukamenmosnvie npobel,
DU, cyunmuepadus, npoba ¢ Hazpyskoiu. Pacckazano 06 seonoyuu 6 neveHuu
Cundpoma  Bpyzada,  nokazanusx — Ona — uMniawmayuu  Kapouoeepmepa-
Oegubpunnamopa.
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