HH

KinmHn4Yeckre peKoOMeHIaluu
10 INAarHOCTHUKE U JIEYEHUIO HapyLIeHU M’
puUTMa cepIiia U IPOBOAUMOCTHU

(4yactb 4)

YrBepxaeHbl Ha 3acegaHuun 06LLecTBa cneLManucToB No HEOTIOKHON Kapauonorum n npoduibHo Kommccun MunucTepcTBa
3apaBooxpaHeHus Poccuiickor Peaepaumm no kapauonoruu 29 nekadps 2013 ropa
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CnUCOK CoKpalLeHUn

AB — aTpMOBEHTPUKYAAPHbIV
ABK — aHTaroHucTbl BuTammHa K
ABYPT — aTpvOBEHTPUKYNSAPHAA y310Bas PELMNPOKHAN TaxMKapaus

ALK — apuTmMoreHHas gucnnasus—Kapauomuonartus npasoro
Henyaovka

ANAHK — aTepocKiepoTUYecKoe nopameHue apTepuit HAKHMUX KOHeY-
HOCTEN

AT® — apeHo3uHTpUOCHAT

AYTB — aKTMBMPOBAHHOE YaCTU4YHOE TPOMBONIaCTMHOBOE BpeEMS
B/B — BHYTPUBEHHO

BINB — BepxHAs nonas BeHa

BCC — BHe3anHas cepaeyHas cMepTb

ANM — £0N0AHUTENbHBIN NPOBOAALLMIA NYTb

ACY — aucdyHKUMS CUHYCOBOTO y3na

3 — KenyaouKoBas IKCTPACUCTONNS

MBC — nwemmnyeckas 601e3Hb cepaua

WBP — UCKyCCTBEHHbI BOAUTENb PUTMA

MW — nuwemMnyeckunin MHCynbT

MK, — umnnaHTMpyemblii KapanoBepTep-aeduopunatop
MM — uHdapKT MMOKapza

KK — KnupeHc KpeaTuHuHa

KTU — KaBOTPUKyCNMAANbHbIN UCTMYC

JIK — neBbii )enygouek

JIM — neBoe npexcepaue

MK — MuTpanbHbIi KnanaH

MHO — mexayHapoLHOE HOPManM30BaHHOE OTHOWEHWE

HXT — Hamxenyno4KoBas TaxMKapams

HX3 — HaaxenyaouKoBas IKCTPACHUCTONNSA

HMB — HWxHAA nonas BeHa

HIMXT — HenapoKkcu3manbHas Henya04KoBas TaxMKkapaus

H®I — HedpaKLUMOHUPOBAHHBIN renapuH

MAPT — napoKcu3manbHas aHTUAPOMHAs PeLMNPOKHas TaxuKkapaus
M — noTeHuman aencTems

MOPT — napoKcnamanbHas opToaPOMHas PELMNPOKHAN TaxMKapaus
MM — npaBoe npeacepane

MICC — npoBoAslLas cuctema cepaua

NT — npeacepaHas TaxMKapAana

CAPT — cvHoaTpuanbHas peLunpoKHas Taxukapaus

Cb — cuHycoBas 6paaukapams

Cunapom BIMY — cuHapom Bonbda—INapknuHcoHa—YaiTa

CCCY — cMHAPOM cnabocTu CHHYCOBOTO y3/1a

CY — cuHycoBbIVi y3en



01/2016

KIMHWYECKME PEKOMEHZALMM NO AUATHOCTUKE M IEYEHWIO HAPYLIEHWI PUTMA CEPALA i NPOBOANMMOCTH

T — TpenetaHue Xenya04KoB

TWA — TpaH3UTOpHas MEMUYECKas aTaka

TK — TpuKycnuaanbHblii KnanaH

TN — TpeneTaHue npeacepaun

T3 — Tpom603m60UA

YCBP — yCKOpeHHbIV CynpaBeHTPUKYAAPHBIA PUTM
X — Gpubpunnaumsa KenyL04KoB

®K — dyHKUMOHaNbHBIN Knacc

@M — dubpunnaums npeacepann

2.3. BHe3anHas cepOeyHas cMepms u
Ycesry0oUuKo8ble HapyuleHUs pumma cepoud.
Cmpamuduxauyusn pucka u npopurakmuxa
8He3anHoil cepdeuHOll cmepmu

[To ompezeneHUI0, BHE3ATTHON CYUTAETCS CMEPTh, OT KO-
TOPO MEePBBIE CUMIITOMBI YXY/IIEHVS] COCTOSHUS Hally-
€HTa OT/eJIeHbl CPOKOM He Gosee 1 4; Ha MPaKTUKE 3TOT
[IepHo/] HepeIKO U3MepSAeTCs MUHY TaMHU.

2.3.1. PactipocTpaHEeHHOCTb ¥ IPUYHHBI
BO3HUKHOBEHUSA

E’XeroZiHO B MUPe PerUCTPUPYIOTCSA COTHU THICAY CIyda-
eB BHe3aIllHOU cMepTH. B pa3BUTEHIX CTpaHax ee 4acToTa
cocraBiAeT 1—2 cayvada Ha 1000 HacesneHUA B roj, 4TO
cooTBeTCTByeT 13—15% (10 HEKOTOPBHIM JaHHBIM O
25%) Bcex caydaeB eCTECTBEHHOUW cMepTH. BHe3amHas
cepaeuHass cmepTb (BCC) GbIBaeT MEPBBIM U HEPEKO
eIMHCTBEeHHBIM TposiBieHueM VBC, mpu kotopoir 50%
cIy4yaeB CMEPTU BHE3AIHBI, a CPeIN OOJBHBIX C XPOHU-
YecKOM cep/ieYHON HeJO0CTAaTOYHOCTHIO BHE3AITHO YMU-
paroT 60Jiee MOJOBUHBHI.

2.3.2. ITatodusuosorus

OcTaHOBKa cepAia kKak MexaHuaMm BCC B abCOTIOTHOM
6osbIMHCTBe ciiy4yaeB (Oosee 80%) BO3HUKAaeT B pe-
synbrare OXK, cymecrBeHHo pexe (MeHee 20%) — B pe-
3y/IbTaTe aCUCTOJIHH.

2.3.3. CrpaTudukanmsa pucKka BHE3aITHON
cepAe4yHOM cMepTU

TecHas cBs13b BCC ¢ HEKOTOPBIMU GpOPMaMU KETYIOIKO-
BBIX HapylLIeHU pUTMa cepAla JejnaeT HeOoOXOAUMBIM
IpoBe/JieHNe CTPaTUPUKAIIMU UX PUCKA, T. €. PAHXXHUPO-
BaHUA NO cTeneHMW pucka pasputusa OXK. [lepsyro mo-
MBITKY TakKoW cTpatuduKanuul MpeAnpuHsaau B. Lown
u M. Wolf, koTopsie npezamoxuiu B 1971 1. TpasiaiivoH-

XBIN — XxpoHuyeckas 60/1e3Hb NOYeEK

XM — xonTepOBCKOE MOHUTOPUPOBaHUE

XCH — xpoHuyecKas cepaeyHasi He[OCTaTOYHOCTb
YKB — 4pecKoxHOe BMeLaTebCTBO

P — wenouyrasa pocdarasa

9Kl — aneKTpoKapanorpamma

9KC — aneKTpoKapanocTumynsaTop

PN — aneKkTpodU3MONOrMYECKOe UCCNef0BaHNE

HY0 KJIaCCUDUKATIUIO KeTYA0OUKOBBIX aDUTMUH, 3aperu-
ctpupoBaHHbIx 1pu XM DKT. Kinaccudukanus BelZenser
cnez[ylomne rpajanuu.
e T'pazarnua O — >KeynyZOYKOBble HApPYyIIEHUS PUTMa
cepAIa OTCYyTCTBYIOT.
e TI'pazanus 1 — pegkas (He 6osee 30 4') MOHOTOITHAS

KD.

e TI'pazanus 2 — dvacras (6onee 30 4') MOHOTOIHas
KO.

e TI'paganua 3 — nonuronHad XKO.

e I'pagamusa 4A — JBe mocienoBaTeNbHbIe (Tap-
HbIe) 2KD.

e TI'pazaius 46 — HECKOJIBKO MOAPAZA (TpU U GoJiee) xe-
JIYTIOYKOBBIX SKTOIMHUYECKUX COKpAIleHUuU («Ipobexk-
Ku» JKT).

e I'pazanua 5 — panHAd XKD tunaRua T.
I'paganyoHHass KjaccuPUKAIUsd WMeeT BaKHEU-

IIlee 3HAYEHUe I OlleHKU pe3ynbraroB XM OKI. B Helt

YYITEeHBl BO3MOXXHOCTU KaK KOJHWYeCTBEHHOro (rpaja-

unu 0—2), Tak ¥ KauecTBeHHOro (rpajanuu 3—>5) aHaIu-

3a 3aperuCTPUPOBAHHBIX JKeNYZOUKOBBIX apuTMuii. OHa

ABJIAIETCSA BaXXHBIM UHCTPYMEHTOM B aHaINU3e AUHAMUKU

CITOHTAHHBIX MPOSIBIEHUN KETYA0IYKOBON SKTOMTNYECKON

AKTUBHOCTH KaK pe3yJabTaTa IMTPOTUBOAPUTMHIECKOTO

JIEYeHUsSA, YTO IO3BOJISIET JaTh OOBEKTUBHYIO OIIEHKY

JOCTUTHYTOTO 3ddeKTa, KaK MOJOKUTEIBHOT0, TaK M

OTpUILIATEIbHOTO, BKJIIOYas BBISABIEHME CIydaeB apuTMO-

TreHHOr'0 leICTBUA IIpenaparoB. BmecTe ¢ TeM rpaZaliuu

BBIZIEJISIIOTCA TOJIBKO Ha OCHOBAaHUM 3JIEKTPOKapAMOrpa-

dUYeCKUX TPOSBIEHUM JKETYAOYKOBON SKTOMUYECKOMH

aKTUBHOCTHU, 6€3 yyeTa XapaKTepa OCHOBHOU CepAEYHOMN

MaTOJOTUU U BO3MOXKHBIX KJIMHUYECKUX IIPOABIEHUN

YKeJTyJOYKOBBIX HapylIeHUN pUTMa, 4To ABJIAETCA Cylie-

CTBEHHBIM HEIOCTAaTKOM 3TOU KJlacCUpUKAIIIH.

BakHoe 3HaUeHUe A1 KIUHUYECKON TPaKTUKHU UMe-
eT knaccupukanusa (cTpaTudUKanusA PUCKa), KOTOPYIO
npegnoxui T. Bigger B 1984 r. OHa npeznosaraeT mpo-
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Be/leHUe aHajlu3a He TOJbKO XapaKTepa >XeJIyZo4yKo-
BOM 3KTOMUYECKOW aKTUBHOCTU, HO U €€ KIMHUYECKUX
MIPOSIBJIEHUN, a TaKXKe HAJUYUA WUJIU OTCYTCTBUSA OpTa-
HUYECKOTO TMOpa)XeHUs cepAlla KaK INPUYUHBI ee BO3-
HUKHOBEHUA. B COOTBETCTBUU C ITUMU NpPU3HAKAMU
BBIZIEJIAIOTCA TPU KaTErOPUH JKeTYA0UKOBBIX apUTMUM.

K 0o6pokauecmeeHHbIM XceNyOOUKOBbLM apum-
muam otHocuTcs KD, yarne oauHOYHAsA (MOTYT OBITH
u Apyrve GopMbl), mpoTeKatolass 6€CCUMITOMHO WU
MaJIOCUMIITOMHO, HO TJIaBHOE, BO3HUKAOIIAA Y JIUII, He
UMEIOIIUX MPU3HAKOB 3abosieBaHUsA cepana («uauorna-
THUYeCKUe» XKeMyJ0UKOBble apuTMUM). [IporHo3 XusHu
3TUX GONBHBIX BJIAaTONPUATEH B CBA3U C TEM, UTO BEPO-
SATHOCTb BOSHUKHOBEHMUSA OMACHBIX JJIF XXU3HU KeTy049-
koBBIX apuTMuil (PXK) ouyeHb Masa U He OTIUYAETCS OT
TaKOBOH B OOIeH MOMyJAIUY; C TO3ULUU TPOodUIaK-
Tuku BCC oHM He TpebyroT Kakoro-iubo sevyeHus. He-
06X0ZMMO JIUIIb AUHAMUYECKOe HaOII0[eHUe 3a HUMU,
ITIOCKOJIBKY TI0 KpailHel Mepe y 4acTu 60bHBIX KD Mo-
JKET OBITh IEPBBIM KJIMHUYECKUM IIPOSIBJIEHUEM TON MK
WHOU CepZieTHOM MaTOJIOTUH.

[IpUHIUNNATBHEIM OTIWYNEM NOMEHUUANbHO 3J10-
KauecmeeHHbLX YCeqy00UK08blX ApUMMULL OT TIPesbl-
Ayiied KaTeropuu CAYyXKUT Haaudue OpraHUudecKoro
3abosieBaHUsA cepAlla KaK MPUIUHBI UX BOSHUKHOBEHUS.
Yaiie Bcero 3To pasanuHbie popmbl UBC (Haubosiee 3Ha-
YUM TepeHeCeHHBIH WHGApKT MUOKap/a), MopakeHue
cepAlia TpU apTepPUATbHON TUIIEPTOHUU, IePBUYHEBIE
3abosieBaHUs MHOKapza u ap. Ocoboe ZoMoJTHUTENbHOE
3HaYeHUEe UMEIOT CHIDKeHUe GpaKIUKU BhIOpOCa JIEBOTO
YKeJyZlouKa U CUMIITOMBI XPOHUUECKOH cepieuHoM Helo-
CTATOYHOCTH. Y 3TUX 6OJMBbHBIX ¢ KO pasmuvHbIX rpaja-
1ui (MoTeHIUaTbHBIM YCKOBBIM dakTopoM XKT u ®XK)
emre He 6b110 MapokcuaMoB KT, anuzoznos TK niu OXK,
HO BEpPOATHOCTh UX BO3HUKHOBEHUS JOBOJIBHO BBICOKA,
a puck BCC xapakTepusyeTcs KakK cyleCTBeHHbIN. BoJib-
HBle C IMOTeHIIHAaIbHO 3JI0KaUeCTBEHHBIMHU JKeJIyZ0uKO-
BBIMM apUTMHUSIMH TPeOYIOT JieyeHUs, HampaBIeHHOTO
Ha CHUJ)KEHUeE JIETAJbHOCTH, T. €. JIEUeHU IO TTPUHITUITY
nepBuYHOl npodunakTuku BCC.

Yeroituusele mapokcusmbl JKT, a Tak)ke IepeKUThIe,
6yiarozaps yCIeITHOW peaHUMaIuu, amu3oAsl TXK miu
@X (1. e. BHe3aIIHOM apUTMHUYECKOM CMePTH) Y JIUI] C Op-
raHu4YecKUM 3aboJieBaHUEM cepAiia GOpMUPYIOT KaTe-
TOPUIO 3/10KAYECMBEHHbILX HCeay00UKO8bLX aApummuil.
OHU NPOSBIAIOTCS HauboJee TSKENON CHUMITOMATH-
KO — cepznebueHUsIMH, 0OMOPOKaMH, KIUHUYECKOH
KapTUHOW OCTaHOBKU KpoBooOpaieHus. [IporHo3 Xus-
HU 3TUX OOJNbHBIX KpaliHe HebIaronpusATeH, a LeTbIo UX
JIe4eHUsI IOJIPKHO ObITh HE TOJBKO YCTPAHEHHUE TSAKEIbIX
apUTMUM, HO U TIPOJJIeHNE KU3HU (BTOpUYHAsA TPOU-
snaxtuka BCC).

Crpatudukanus pucka BCC U coBpeMeHHbIE TIPUH-
IUIBl ee MPOQUIAKTUKU C HCIIOIb30BAaHUEM CPE/JCTB
NIPOTUBOAPUTMHUUYECKOTO JleueHUA (JleKapCTBEHHOro U
HeMeJIMKaMEeHTO3HOTO) B HauboOJbIlel cTeneHn paspa-
60TaHbl JJI MAlUEHTOB, MEPEXUBIINX UHOAPKT MUO-
kapza. OZHAaKO B CBOEH OCHOBE OHU CIIPABE/JIUBEI U JIs

GOJBHBEIX C APYTUMU GOpPMaMU CepAEYHON MaTONOTUH,
MIPUBOAANIEH K MOBPEXAEHUI0O MUOKapJa, CHUKEHHIO
[IOKasaTesed ero COKpaTUMOCTH, Pa3BUTHUIO KIWHHUYe-
CKUX TPOSIBJIEHUN XPOHUYECKON CepAevyHOU HeZoCTa-
TOYHOCTH.

ITpu n06BIX HOpMax KeIyAOUKOBOH SKTONMYECKOMH
AKTUBHOCTU AUCPYHKIIUA JIEBOTO XKETYAOYKA ABIAETCS
Ba)KHEUIINM $aKTOPOM BO3PACTaHUA PUCKA BHE3AITHON
cmepT. Kaxzoe cHUKeHUEe BeNUYUHBI GPAaKIHUU BhI-
6poca JieBoro XxeyqyZo4Kka Ha 5% B fuanas3oHe 3HAYEHUH
oT 40 10 20% comnpsAXeHO ¢ BO3pacTaHUEM OTHOCUTEJIb-
Horo pucka BCC Ha 19%.

B cTaHZapTHl JieueHUs GOJTHHBIX, MEPEXKUBIINX HH-
dapKT MUOKapza, U OOJBHBIX C XPOHHYECKOH cepzed-
HOM HEJOCTaTOYHOCTBIO BXOAAT [-aJpeHO0OJI0KATOPHI
Kak IIpenaparhl, yBeJUYUBaoIl1e IPOAOIKUTEIBHOCTD
)KMU3HU DTUX KaTeropuil mnamnueHToB. JloKkaszaHo, 4TO
KJII04eBYIO POJIb B IOCTHKEHUH dTUX Pe3yJbTaTOB UI'Pa-
eT CyIIeCTBEHHOE U [JOCTOBEPHOE CHI)KeHHE YaCTOTHI
cnygaeB BCC. Ilo aToit mpuuuHe B-afpeHO6I0KATOPHI
JIOJKHEBL IPUMEHATHCSA B IEYEHUU BCEX KATETOPUH 60JIb-
HBIX, UMEIOUIUX ITOBBbIIIEHHBIN PUCK BHE3aITHOU cMepTH
U HYX/IAIOIIUXCA B ee MepBUYHON UIHU BTOPUYHOHN IIPO-
¢dunakTUKe.

[Mocne mepeHeceHHOro MHGMApPKTa MHUOKapZAa U IIpU
Apyrux popMax MopakeHUA CepZIa MOTYT PETUCTPUPO-
BaThCs TPU GOPMBI JKEJNYZOUYKOBBIX TaXUAapUTMUI: He-
ycrotunBas JKT, ycrotiumBas JXT u ocTaHOBKa cepzra
Besneacteue TOK u/mnan XK.

BOJBIIMHCTBO 3MU30I0B HEyCmMoUu4Yueoil iceswyoou-
ko601l JKT — Ba)XHOTO MapKepa 3JIeKTpPUYeCKOU HecTa-
GUIBHOCTU MUOKAapP/a, PETUCTPUPYIOIMIETOCS C TIOMOIIIBIO
XM OKT, npoTekaeT 6€3 CHMIITOMOB HJIM MaJIOCUMIITOM-
HO. Y Takux OOJBHBEIX NpU Hanmwuuu AucoyHkruu JDK
JIeTaJbHOCTb B TedeHUe 2 jieT coctaiaseT 30%, u 50%
cIydaeB CMePTU MMeEIOT apuTMUYecKylo npupoay. /Jia
yTOYHeHUs WHAUBUAYaIbHON cTeneHu pucka BCC Ta-
KUM OOJIBHBIM MTOKa3aHO MIPOBe/IeHNE BHYTPUCEPAETHO-
ro O®U. OtHocuTenbHbIN pruck BCC Bo3pacTaeT Ha 63%,
ecnu npu nposefeHuu OPM mocTuraeTcd UHAYKIUA
ycroituuBoro napokcusma KT mau OXK. Ha ceropnusam-
HUH IeHb OTCYTCTBYIOT ZJaHHBIE O TOM, 4TO [IOZaBlIeHue
anu3070B HeycToumBod JKT, Tak ke Kak M IMOAaBJe-
Hue KD, ¢ NOMOIIbI0 aHTUAPUTMUYECKUX CPEJICTB CIIO-
COOGCTBYET YBEIUYEHUIO IIPOAOIKUTENBHOCTH YKU3HM.
Vcnonbp3oBaHUe Ke B 3THUX LeaAX aHTHAaPUTMUYECKUX
npenaparoB I kinacca (ocoberHo IC KJacca) mocje WH-
dapkTa MHUOKapZa WU IpU HHBIX popMax NOpakeHUsd
MBIIIIIBI CEPAIA, TPUBOAALNINX K CHIKEHUIO pparuuu
BeIOGpoca JIK wiu runeprpoduu ero muokapga (1,5 cm u
60see o faHHBIM DX0KI'), MPOTUBOIIOKA3aHO B CBA3U C
BBICOKMM PHCKOM OIIACHBIX KeJyZJOYKOBbIX apUTMOTI'€H-
HBIX 9P PEKTOB.

BosHukHOBeHUe ycToifunBoro napokcusma KT uinu
ocTaHOBKHU cepaua BciaegcTBue XK BHe ocTpoil ¢aswl
nHpapKTa MUOKap/a WU y MalUeHTOB C XPOHUYECKON
[IaToJIOruel MUOKap/a WHOU NMPUPOABI CBUJETENbCTBY-
eT 0 (OpPMHUPOBAHHU XPOHUYECKOI'O ApPUTMOTIEHHOI0
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cybcrpara, 94To COIPAKEHO C BBICOKUM pUCKOM (0 80%
B Te4YeHHe roja) peluJrBa 3TUX yIPOXAIOUINUX KU3HU
JKeTyJOYKOBBIX apuTMuil. Puck BCC Haubosee BBICOK
y GOJIBHBIX CO CHUKEHHOHN COKPaTUTENbHOU QYHKIIUEH
Mmuokapza JIK.

2.3.4. I[IpodpmrakTrKa BHE3AaITHOU cepAedHO

CMepTH

BonpHble, NEpeXUBIINE YCIENIHYI0 peaHUMalHio II0

noBogy ®XK, a TakxKe MarUeHThl C YCTOUYUBLIMU ITAPOK-

cusmamu KT, mporekaromuMu ¢ HapyLUleHUAMU I'eMo-

JUHAMUKHU (IpU YCJIOBUM, YTO 3TU HapyIIeHUd pUTMa

cepAlla MPOABUJINCH BHe ocTpol ¢askl MHApKTa MUO-

KapZa WM BO3HUKJIU Ha QOHE APyrou TAKeJIOW XPOHH-

YeCKON NaTOJIOTUH CepAIia), HyKJAAl0TCA B IPUMEHEHUU

aBTOMaTUYECKUX UMILIAHTUPYEMBIX KapZHUOBEPTEPOB-

nedubpuisatopos (MK/I) kak cpesicTB BTOPUYHOH IPO-
¢unakTuku BCC, obecreynBamUIUX Y 3TUX KaTerOpUi
6GOJIbHBIX IOCTOBEPHOE CHUKEHHE JIETAJTbHOCTHU 3a CYET

CHUXEeHUA 4acToTHI ciydaeB BCC.

Takum 06pa3oM, C LIeJbI0 BTOPUYHOM MPOPUIaKTUKU
BCC npumenenue MK/l nokasaHo:

e OOJBHBIM, MEPEXUBIIMM OCTAaHOBKY KpOBOOOpale-
Hud, Bei3zBaHHYI0 DK mam KT, nocie uckiIoueHUA
JPYTUX IPUYMH WU 06paTUMBbIX GaKTOPOB;

e OGOJBHBIM C OPraHUYECKUM TOpaKeHHUeM cepZlia U
ycTOWuuBHIMU napokcudmamu KT, He3aBUCHUMO OT
TAXKECTU UX FeMOANHAMUYeCKUX IPOABICHUN;

e OOJBHBIM C 0OMOPOKaMH HESICHOTO MPOUCXOXKIEHUS,
ecnu 11pu nposegeHuun P gocTUraeTca UHAYKIUA
@®X wmnu XT ¢ ocTpeIMH, TAXKEABIMU HapylIeHUAMU
reMOJUHAMUKU.

HazHaueHure 3TUM OOJbHBIM aMHOZapOHa B KOMOMHA-
WU C 3-aZpeHO6IOKATOPAMU WU COTAJI0Ja KU3HEHHO
HeOoOX0ZIMMO, KOTZla IIpUMeHeHue B-aZpeH0bI0KaTOPOB
He OKa3blBaeT BIMAHUA Ha TeUeHUe pelUJANBUPYIOMIUX
napoxcusMoB KT nam XK mocse BBHINIOTHEHHON HM-
IUTAHTALlMY KapauoBepTepa-fedubpuiaropa. Coranon
B 9THX LeAX MeHee d9$deKTUBEH, YeM aMUOJapOH.

HasnaueHne aMuozapoHa Tak)ke IOKa3aHO IIPU Ha-
smauy napokcusMoB JKT y 60NbHBIX C IpU3HAKaAMU JVC-
byukun JDK, eciv OHM OTKA3BIBAIOTCA OT UMILIAHTALIUY
VIK/I v ecjTi 3Ta Oomlepalysa He MOXKET ObITh BBITIOJTHEHA
0 KaKUM-JMO0 ApyruM mpuduHaM. Kak cpeZcTBo BTO-
PUYHON TPOGMIAKTUKY BHE3AITHOM CMEPTH Y OGOJBHBIX
CO 3JI0KQYeCTBEHHBIMU JKEJIYZOUYKOBBIMU apUTMUAMU
aMHOZApoH U ero KOMOMHHUPOBAaHHOE IPUMEHEHHe C
B-aapeHO6MIOKATOPAaMU fABJAAETCA €AVMHCTBEHHOH JieKap-
cTBeHHOU asnbrepHaTuBoil MK/, cmoco6HOM He TOJIBKO
npesynpexzars penugusel KT, HO U yBeIUYUBATh IPo-
JIOJKUTEIBHOCTD KU3HU OTUX MaITUEHTOB.

IIpumenenue MK/ 8 uensx nepguuHoil npouiakmuxu
BCC B psifie ciiy4aeB MOKa3aHO U MalueHTaM 6e3 CIIOH-
TaHHBIX Tapokcu3MoB KT wiu ®XK. Takoro crocoba Jie-
YeHUA TPeOYIOT Cle/yIoIre KaTeropuu OOJIbHBIX:

e GosbHBIe C dpakipeil BHIOpOCA JIEBOTO YKeNyZOouKa
< 35% mocne uHdpapkTa MHOKapAa (He MeHee 4eM
yepe3 40 gHel) Ipy HaJIWYUU HEJOCTaTOYHOCTU KPO-

BoobOpamenus [I—III pyHKIIMOHaMIBbHOTO Kacca (PK)

o knaccudukanuu NYHA unu ¢ pakiueii Bei6poca

JeBoro xexyzouka < 30% B Te Ke CPOKHU IOCJe HUH-

dapkTa MHOKapZa IpU HAJIUMYUU HEJOCTAaTOYHOCTHU

kpoBoobGpaiienus [ ®K mo NYHA;

e OonbHBIE ¢ ¢QpakKIiueil BHIOpOCa JIEBOTO JKeNyZo4YKa
< 35% Ha ¢oHe AUIATAIMOHHON KapAMOMHOIATHU
IpU HaJUYUU HEJOCTATOYHOCTU KPOBOOOpAIeHUS
[I—III ®K o NYHA;

e GosnbHBIE ¢ ¢Qpakipeil BhIOpOCa JIEBOTO JKENyZOo4YKa
< 40% mnocsie nHpapKTa MUOKapAa, C AMNU30JaMH He-
yerottuusoii KT, ecnu npu nposesenuu DDPU goctu-
raetca naAyknua OX nnu ycroituusoii XKT.

Y 6ONBbHBIX, HYK/JAIOUIUXCSA B MEPBUYHON MpoduIak-
tuke BCC, ee pucK, KaK ¥ IpU BTOPUYIHOU Mpoduiak-
THKE, MOXeT OBITh CyIECTBEHHO CHIKEH Ha3HAaYeHUEM
B-azpeHO6IOKATOPOB, a TaKXKe aMUoAapoHa. bosee ad-
beKTUBHO KOMOMHUPOBAaHHOE NIPUMeHeHHe aMUu0Japo-
Ha ¥ B-aZpeHO06I0KaTOPOB.

Obs3aTeIbHEIM yCIOBUEeM mpuMeHeHus UK/l kak A7
MEPBUYHOM, TaK U JJIs1 BTOpUYHOI mpodunaktuku BCC,
moBBIIIAOIIUM 3pPEeKTUBHOCTDh TaKON MPOPUIAKTUKH,
ABJIAETCA OITHMMAasbHAasA MeJVWKaMeHTO3Has Tepalusd,
criocobHas obecrneyuTh CTabUIbHOE KJIWHUYECKOoe CO-
cTostHUE GOMBHBIX. DTa Tepamus JoKHA TPOBOAUTHCS B
COOTBETCTBUM C TPEGOBAHUAMU IT0 JIEUEHUIO CEPAETHO-
COCYAUCTHIX 3ab60JIeBaHUM, NPeACTaBI€HHBIMU B COOT-
BETCTBYIOIIUX PeKOMEeHJalluAX.

2.4. lucnaxcepHoe Habito0eHUe 3a
60SbHBLMU C HCeSYO0UKOBbIMU HAPYUIEHUSMU
pumma cepoua

B crnenuanusupoBaHHOM HaOMIOAEHUM Bpava-KapAu-
ojiora HYXZAKOTCA BCe OOJbHBIE C KETYJOYKOBBIMU
HapyLIeHUAMU pUTMa cepAna. VickirodyeHue cocTaBid-
IOT JIMIIb MAIUEeHTHl C TeMU GOPMaMHU JKeNYyA0UKOBBIX
aputMmuii (wactas KO, dacuukynapHas JeBOXKETY-
poukoBas Taxukapgaus, HIDKT), mo moBogy KOTOPBIX
BBIIIOJIHEHA YyCIIEIIHasA pajuodvacTOTHaAsA KaTeTepHasd
abianus, T. €. JOCTUTHYTO paJuKaabHOE U3JIeYEHHE OT
ApUTMWH, TPU YCJIOBUU OTCYTCTBUS Y ITUX OGOJBHBIX
IIPU3HAKOB OPTaHUYEeCKOro 3ab0IeBaHUA CEPIeYHO-CO-
CYAMCTOU CUCTEMBI.

Bosnbuble ¢ KD 6e3 MpU3HAKOB OPraHUYECKOTO 3a-
60JIeBaHUS CEPJIEYHO-COCYIUCTON CUCTEMBI U HE HMe-
IolYe MOKa3aHUM K MPOTHUBOAPUTMUYECKOMY JIeUeHUIO
JIOJKHBI HAOII0aThCA Y KapUO0JIoTa B CBA3H C TEM, YTO
OTMedeHHble Y HUX HapyllleHUs pUTMa cepAlia MoTeHIIU-
aJIbHO MOT'YT OBITh TIEPBBIM IIPOSIBJIEHUEM TOW WU UHOMH
KapAVaJIbHON TAaTOJOTUHM, KOTOpas Ha OIpe/esleHHOM
JTare pasBUTHUS MOXKET OBITh CBOEBPEMEHHO BhISIBJIEHA
JIUIIB B YCJIOBUSX TAKOT'O HAOIIOJIEHUS.

BosnbHbIE ¢ THO06BIME GOpMaMU IPOSBIEHUS JKEJy-
JIOYKOBOM 5KTONINYECKON aKTUBHOCTH, KOTOPHIM IIPOBO-
AUTCA JJIUTeNbHasA peryasgpHas IPOTUBOAPUTMUYECKas
Tepanus, HY>KJalTCA B CIel[UaTu3UPOBaHHOM HabJIIo-
JIEHWU Bpava-KapAuoJjora AJjs oleHKU 3PpdeKTUBHOCTH
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TaKOTO JIeYeHUs, a TAK)Ke ero 6e30MacHOCTH (B TOM YHC-
Jie HaJIM9UA UIN OTCYTCTBUA aPUTMOT'€HHOTO JeCTBUA
AHTUAPUTMHUYECKUX IIPENapaToB, UX KapAUaJbHBIX K
HecepeYHbIX MOO60YHBIX 3QdekToB). JIpyroii 3azadeit
TaKoro HaOIIOZEHUA ABJIAETCA OLleHKa OOIIero KJINHU-
YeCKOr'o COCTOSAHHUA IalleHTa, XapaKTepa KJIWHHUYe-
CKUX IPOSIBJIEHUN OCHOBHOM Cep/ieYHOH NaTOJOTHU U
a/IeKBaTHOCTH ee JIeYeHU 1.

[IpencTaBieHHBIE BhIIIE KAaTETOPUU OOJBHBIX JOJIK-
HbI HabIIOZAThCA ¥ Bpada-KapAHuoJora ¢ IMepUOANIHO-
CTBIO OZWH pa3 B 6 Mec U, B ciy4ae HEOOXOAUMOCTH,
ZIOTIOJIHUTEJILHO NIPU JII060M M3MeHeHUH KINHUIeCKOr'o
COCTOSTHU A, TPebyIoeM U3MeHEeHU S TeIeHUA.

Bce 6osbHBIE, KOTOPBHIM TIPOBOAAT MephI Mpoduak-
Tukyu BCC, BTOPUYHON WU MEPBUYHON, C MPUMEHEHU-
em UK/l u/unu cpeicTB aHTUAPUTMUYECKON Teparnuu,
JIOJDKHBI HAOJMIOAATHCA B YCJIOBUAX MEAUIIMHCKUX LIEH-
TPOB, CIIeLIUAIN3UPYIOUINXCSA Ha JUAaTHOCTHKE U JIeYeHUH
HapyUIeHU! pUTMa CepZlia U MMEIOMINX OIBIT BeJeHUA
MalMeHTOB C MMIIAHTUPOBAaHHBIMU aHTUAPUTMHUYECKU-
MU yCTpoicTBaMu. [IepHoAMYHOCTD HAOMIOAEHUA STUX
6OJIBHBIX B CIIELIMAIN3UPOBAHHBIX [IEHTPAaX — OJWH Pa3 B
6 Mec U, B ciiyyae HeOOXOAMMOCTH, AOTIOJHUTETBHO, IPU
J1000M M3MeHeHUH KJIMHUYEeCKOTO COCTOSHUA, TpebyIo-
IeM U3MeHeHU MeIJMKaMeHTO3HOT'0 JIeYeHU s U/ VU T1a-
pameTpoB paboTsl K/,

2.5. BpoxycoeHHble ycery0oUuKo8ble
HapyuleHUs. pumma cepoua

B HacTos1iee BpeMsI BBIIEIAIOT [B€ OCHOBHBIE TPUIUHBI
BPOXK/ZIEHHBIX JKETYAOYKOBBIX HapyIIEHUI pUTMa Cepa-
Ija — TaK Ha3bIBaEMYIO IIEPBUYHYIO DJIEKTPUIECKYIO 60-
Jie3Hb cepana (primary electric heart disease), KoTopyto
00HapyKMBAIOT y JIUL, He MMEIOUIUX [IPU3HAKOB Opra-
HUYeCKOH IIaTOJIOTUH CEPAEeYHO-COCYUCTON CUCTEMBL, U
BpOXK/IeHHBIE CTPYKTYPHbIE 3a60/I€BaHUs CepAlia.

OCHOBHO# TPUYNHOM reHETUIECKH JeTEPMUHUPOBaH-
HBIX KeJTYZ0YKOBBIX apUTMUM IPU «[IEPBUYHOH 3IEKTPHU-
4yecKoll 60J1e3HU cepALa» ABAAeTCA ZUCHYHKIINA NOHHBIX
KaHaJIOB M HACOCOB, WUIPAIONIUX Ba)KHEHIIYIO POJb B
IIpolieccax AeNoIsApU3aliy U penonsapusanuy. Hapyme-
Hre QYHKIMM MOHHBIX KaHAJIOB MOXeET ObITh 06YCJIOB-
JIEHO MyTaleli B TeHaX OCHOBHBIX MMOPOOOPa3yIONUIUX
o-cyObeuHUL], 100aBOYHBIX CYyO'beJUHULI, OCYIECTBIIA-
IOIUX PEryIANUI0 UX QYHKIUHU, 6eJTKOB-IIEPEHOCYNKOB,
HeOOXOANMBIX JI1 TPAHCIIOPTUPOBKY MOJIEKYJI, & TAKXKe
BCIIOMOraTeNbHBEIX OesIKOB, ONOCPesyIOUINX «BCTpauBa-
HUe» MOJIEKY/T B GUOJOTMYeCKre MeMOpaHbl ¥ B3aMMO-
JIEFICTBUE C KJIETOYHBIMU CTPYKTyPaMH.

B aHIVIOA3BIYHOM JIUTEpAType [JaHHBIE COCTOS-
HUS 0003HAYalOT TaKXe TEPMUHOM «KaHaJIOIaTUU»
(channelopathies). K HUM OTHOCAT CHUHJPOM YZAJUHEH-
Horo uHTepBasa QT, cunzapom bpyraza, cuHAPOM yKO-
podenHoro uHTepBasa QT u KaTexoJaMUH3aBUCUMYIO
moIUMOPQHYIO JKeJNyJOYKOBYIO TaxuKaputo. O6muMu
KJIMHUYECKUMU TIPOSBJIEHUAMU JaHHBIX 3a00IeBaHUMI
SIBJIAIOTCA TPUCTYNBI IOTEPU CO3HAHUS, OOYCJIOBJIEH-

HBle peluAuBaMU XenyZoukoBod Taxukapauu (KT),
yaile MmoauMoppHOUM, TPEUMYIIECTBEHHO THUIA «ITHPY-
oT» (torsade de pointes), ciyyau BHE3AMTHON CepAeYHOMN
cmepTtu (BCC) mpu OTCYTCTBUHU NMPU3HAKOB CTPYKTYP-
HOTO 3a60JIeBaHUSA CepPAIIA U HACIeACTBEHHBIN XapaKTep
3aboseBaHus.

Cy1iecTBYyeT LeJIbli psAZ HacleJCTBEHHBIX CTPYKTYP-
HBIX 3a00JIeBaHUM cep/lia, MTPOABIAIONUXCS TIKETBIMU
JKeJNYZI0OUKOBBIMU TaXUapUTMUAMU U ciaydasmu BCC,
HaJIMIUE KOTOPBIX MOXKET OBITH BEYIIIUM KIUHUIECKUM
CHUMIITOMOM 3a00JieBaHUs, OINPEeEIAIOIUM IIPOrHO3
JKU3HM TarnueHTa. Hanbosiee pacipocTpaHEHHBIMHU U3
HUX ABJIAIOTCA TUNepTpodudecKas U JuiaTalioOHHAA
KapAUOMUONIATUM, a TaKXXe apUTMOTeHHasd JAUCILIa-
3UA—KapANOMUONATUA TMpaBoro xemxygodka (AATDK),
KoTopasi TpebyeT OTAeIbHOT0 PaCCMOTPEHUS.

2.5.1. HacneacTBeHHBIN (BpOXK/eHHBII)
CHH/IPOM y/UTMHEHHOT0 nHTepBaja QT

2.5.1.1. SnudemMuonozus u 3muoao2us
HacnmencTBeHHBIN CHUHAPOM YAJWHEHHOTO WHTEPBa-
ga QT (CYU QT, B aHIIOA3BIYHOM suTepaType long
QT syndrome — LQTS unu LQT) aBnsercs Haubosee ya-
CTBIM ¥ HauboJiee U3yYeHHbIM U3 JaHHBIX 3a00IeBaHUH,
MpoABAAIINMCA yAJuHeHueM HMHTepBana QT Ha OKT
(Tpu OTCYTCTBUU APYTUX BBI3BIBAIOUIUX 3TO U3MEHEHUE
MIPUYYH), PeNUAUBUPYIONMMH CUHKOIIAJIbHBIMU U TIpe-
CUHKOITAJbHBIMU COCTOAHUAMU BCJIEACTBUE ITapOKCHU3-
moB JKT Tuna nupyat, a Takxe cayyaamu BCC.

PacmpocTpaHeHHOCTh 3a601€BaHUA B TOMYJIAIINHU CO-
crasyfaeT okoso 1:2000 HoBOpOXKAeHHBIX. CileayeT OT-
METUTh, YTO STU JAHHBIE YUUTBHIBAIOT TOJBKO CIydaud
«BHOTO» VBEJUYEHUA NPOJOJKUTEJIPHOCTA MHTEP-
Basa QT, 3apeructpupoBanHoro Ha JKI. ¥ HEKOTOPBIX
GOJIBHBIX CHMIITOMBI 3a00JIEBaHUS MOTYT IOJHOCTBIO
OTCYTCTBOBaTh B TeueHUe BCel XU3HU U TNPOABIAThH-
Cs JINIIL TIPU BO3HUKHOBEHWU [JOTIOJHUTENTbHBIX (ak-
TOPOB, CIIOCOOCTBYIOIIUX yAJUHeHWI0 wHTepBana QT,
HalpyuMep TUIOKaJWueMUH, WIW IPU Ha3HauYeHUU Jie-
KapCTBEHHBIX IPENapaToB, CIOCOOHBIX YBETUYHUBATH
JIUTeNbHOCTh UHTepBasa QT (tabsn. 11). Kpome Toro,
yAnuHeHVe nHTepBana QT MoXkeT HOCUTDh IpeXoA A
XapakTep, cJjeloBaTeJbHO, WCTUHHAA pacmpocTpa-
HEHHOCTh /[JaHHOTO 3ab0JieBaHUs B MOMYJIALUHU, II0-
BUAMMOMY, eliie 6OJIbIIIe.

2.5.1.2. Knaccuuxkauus u kiuHu4eckue
nposeaeHus

B Tabn. 12 mpexcTaBieHa reHeTudeckas Kiaccudpuka-
usa CYU QT: yka3aHbI eHbI, MyTalluu B KOTOPBIX OOHa-
PYKUBAIOT IIPY COOTBETCTBYIOIINX TUIIaX 3a00IeBaHuUs,
KOZUpyeMble JAaHHBIMU TeHaMU OelKU U U3MeHeHUSd
HMOHHBIX TOKOB, IIPUBOJAIINE K yJINHeHHUIo $a3 pero-
aapusanuu. CiefyeT OoTMeTUTh, YTO IIpU IPOBeJeHUU
MOJIEKY/ISIPHO-TEHETUYECKOTO  CKPUHUHTA  OOJBHBIX
CYU QT mpumepHo B 25% ciydaeB reHeTHUYeCKHe Ha-
pylIeHus He OGHAPY)XMBAIOT, YTO MO3BOJIAET OXUJATh
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Ta6auua 12. MonekynsapHo-reHeTM4ecK1e TUnbl HacNeACTBEHHOIO CUHAPOMA YAIMHEHHOrO UHTepBana QT

denotnn Tun CYU QT Tun MyTaHTHbIi Koaupyemblii 6enok W3meHeHne NOHHBIX
HacnefoBaHus red TOKOB
CuHapom LQT-JLN1 AP KCNQ1 0-Cy6beAMHNLA KANMEBOro CHueHHe |,
[xepsenna KaHana Kv7.1
:'I Narre— LQT-JLN2 AP KCNE1 MinK — B-cy6beannuLia CHimkeHme I,
Wnbcena Kanuesoro Kanana Kv7.1
CuHapom LQT1 A KCNQ1 0-Cy6beAMHULA KaMEBOro CHuwerme |
PomaHo—Yopaa KaHana Kv7.1
LQT2 Al KCNH2 -CyGbeAMHMLA KanneBoro CHukeHwe |,
KaHana Kv11.1
LQT3 Al SCN5A 0-Cy6beAMHNLLA HAaTPUEBOTO Yeunenme |,
kaHana Nav1.5
LQT4 Al ANK2 AHKMpuH B CHusenue |, M |,
LQT5 All KCNE1 MinK — B-cy6beanHuua CHumeHue |,
Kannesoro KaHana Kv7.1
LQT6 AL KCNE2 MIRP1 — B-cy6beanHnua CHimenme |,
Kanuesoro KaHana Kv7.1
Cvrppom LQT7 Al KCNJ2 0.-CYObEAMHMLA KaUeBOTO CHuenme |,
AHpepceHa— kaHana Kir2.1
TaBuna
CuHapom LQT8 AP CACNA1c 0-Cy6beANHNLA KabLIMEBOrO Yeunenme I,
TumoTn kaHana L-tuna Cav1.2

AJl — ayTOCOMHO-JOMUHAHTHEIN; AP — ayTocoMHo-penieccuBHbIl; JLN — cungpom [Ixxepsesna u JlJanre—Huinbscena; LQT, CYU QT — cunzgpom

yAJMHEHHOro nHTepBaia QT.

B ZlaJIbHEHIIeM BbIABJIeHNE HOBBIX '€HETUYECKUX MyTa-
I[UH, TPUBOZAAIINX K BOSHUKHOBEHUIO 3a60/I€BaHUA.

Onucanbl cieaywomye ¢eHoTUUYeckre (GOpPMBbI
CYU QT: cunzapom Pomano—Yopza (Romano—Ward),
cungpoM /[IxxepBesia u Jlanre—HuiabceHa (Jervell and
Lange—Nielsen), cunzpom AnHgepceHa—TaBuna (An-
dresen—Tawil) u curzpom TumoTtu (Timothy).

Hawubonee pacmpoctpaHeHHas ¢opMma 3aboseBaHUA
C ayTOCOMHO-ZIOMUHAHTHBIM THUIIOM HacjeJOBaHUA —
cunzapom PomaHo—Yopza (Romano—Ward), xapax-
TEPHBIMH KJIWHUYECKUMHU IPOSBJIEHUAMU KOTOPOTO
ABJIAIOTCA YBEJIWYEHHE MPOJOIKUTEIPHOCTH UHTEpPBa-
na QT, penmauBUpPYyIOLUIME CUHKONAJbHBIE COCTOSHUA,
yamie Bcero obycyoBneHHBIe monuMopdHoi KT Tuma
[IMPYST, U HaCJe[CTBEHHBIM XapakTep 3aboseBaHUS.
Bonee 90% cinydaes cunzapoma Pomano—Yopza mnpeg-
craBiaensl CYU QT 1-ro (CYU QT1), 2-ro (CYU QT2) u
3-ro (CYU QT3) TUIOB, UMEMIIUX O0COOEHHOCTU KJIM-
HUYECKUX U 3JIEKTPOoKapAnorpaduIecKux mposBIeHUR
(tabs. 13, puc. 31).

CYU QT1 — wnHawubosiee pacupoOCTPAaHEHHBIM THUII
CUHZpOMa, OOyC/IOBJIEeHHBI MyTanueil reHa KCNQI,
KOZIUPYIONIETO 0-CYObeANHUIy KaJueBOTo KaHasa, re-
HEepUPYIOIEro TOK I, KOTOPEIH fABJAETCA OCHOBHBIM
TOKOM DPENOJAPU3AIUY NIPU BBICOKON 4YacTOTe cep/ed-
Horo putMa. CHM>KeHHUe CUJbI I, IPUBOAUT K HEJOCTa-

TOYHOMY YKOpoueHHIo uHTepBana QT mpu HapacTaHUU
YaCTOTHI CEPJEYHBIX COKpaleHui. [To 3TUM IpUYynHaAM
ana CYU QT1 xapakTepHo BosHuKHOBeHue KT Trna nu-
pyaT Ha poHe Ppusnyveckoi Harpysku (puc. 32) u 3MoOIHU-
oHasnbHOro crpecca. OcobernHocThio DKI' mpu CYU QT1
ABJIAETCA YAJUHEHHas U agkas BoaHa T (puc. 31, A).

[MpuunHot CYWM QT2 saABndgeTrcd MyTanua reHa
KCNH2, xomupyIoliero o-cyobeIMHUIY KaaueBoro Ka-
Hasa Kvl1.1, renepupytomiero ok I, . IIpu CYM QT2 na-
pokcusMbl JKT Tuna nupysT MOTyT BO3HUKATh KakK IIpU
Harpyske, Tak M B IIOkoe. XapaKTepHBIM IIPOBOIUPY-
omuM GaKTOpOM ABJAETCA PE3KUH TPOMKUM 3BYK. Ha
OKT 6onpHBEIX ¢ CYW QT2 perucTpupyoT HEMPOTAKEH-
Hyto AByxdasuyt Bonny T (puc. 31, B).

CYU QT3 — meHee pacmpocTpaHeHHas ¢popma 3a-
6osieBaHUsA, 0OyciIoBIeHHas MyTanueir reHa SCN5A,
KOZMPYIOLIETO 0-CyObeIMHUIY HaTPUEBOrOo KaHa-
Jla, 4YTO NPUBOAUT K HapylIeHWI0 WHAKTUBALUU Ha-
TPHUEBBIX KaHAJOB, IPOAOKAIOIEMYCA BXOXICHUIO
1oHOB Na' B KJIETKY M YBEIWYEeHUIO IIPOJOIKUTENb-
HOCTU penongpusauuu kapauomuonuton. KT Tuna
nupyaT y 6ombHbIX ¢ CYW QT3 Bo3HHKaeT Ha ¢doHe
6paguKapAu¥, TPeUMYIIeCTBEHHO BO BpeMs cHa. du-
3UuYecKue Harpys3K{, HaIpOTUB, NEPEHOCATCA XOPO-
III0 ¥ CONPOBOXKJAIOTCA YKOpouyeHUeM uHTepBana QT.
XapakTepHo#l ocobeHHOCTBIO DKI' y JaHHBIX GOJIBHBIX

29



KIMHWYECKME PEKOMEHJALMK NO AUATHOCTUKE W IEYEHWUIO HAPYLLEHW PUTMA CEPALA M MPOBOAMMOCTH

01/2016

30

\er
»JF\MJ
X NG NG R O N
N N NG B U N

SRR

LQTH
A )

LQT2

LQT3

@

PucyHok 31. Mopdonorua BosHbl T npu pasnuyHbix Tunax CYU QT. A. Lnpokas rnagkas soaHa T npu CYU QT1.
b. [1ByxdasHasn BonHa T npu CYM QT2. B. HU3KoaMnauTygHas 1 yKopoyeHHas BoAHA T € YAMHEHHbIM FOPU3OHTa/IbHLIM

cermeHTom ST npu CYU QT3.

Ta6aunua 13. KnnmHuyeckas xapakTepucTMKa OCHOBHBIX TUMOB HACNE€ACTBEHHOIO CHMHAPOMA YAIMHEHHOrO MHTepBana QT

XapaKrepucTuka CYHU QT1 CYH QT2 CYHU QT3
MyTaHTHbBIV reH KCNQ1 KCNH2 SCN5A
N3meHeH1e MOHHOTO ToKa CHuenne |, CHmwenne |, Yeunenue |,

OcobeHHoCTH
penonspusauum Ha

Linpokas cummeTpuyHas
BONMHA T

HusKas amnautyaa BosHbI T,
AByxdasHas BonHa T

YAIMHEHHBIN
U303/1EKTPUYECKNI CermMeHT

CUHYCOBOM pUTME ST
daKTopbl, NpoBOLMpYOLME ®usnyeckasn Harpyaka, Pe3Kui rpoOMKuit 3BYK, bpaavkapaus (B nokoe, BO
nHayKumto TdP 3MOLMOHANbHBIN CTPECC 3MOLMOHANbHBIA CTPece CHe)

(vcnyr), peskoe Havyano
HU3NYECKON Harpy3Ku

[OunHamuka QTc Ha Harpyske | YanuHeHue

YKopoyeHue (HopmasbHas
JMHAMUKa)

3HaunTeNbHOE YKOpPOUYeHue

b dEKTUBHOCTb Tepanuu
[-anpeHobnokaTopamu

Bbicokas (6onee 80%)

YmepeHHas (okono 50%) Hwn3kas (He u3BecTHa)

[JuHamuka QTc npu npueme Het
AAM | knacca

Hert YKopoyeHue

AAII — aHTHapuTMHYeckui npenapat; CYU QT — cuHApOM yAIuHeHHOro nHTepBana QT.

SIBJIIETCS YAJUHEHHBIN cerMeHT ST ¢ OTCPOYEHHBIM Ha-
YajioM HENPOAOIKUTENbHOW HU3KOAMILTUTYZAHOMN BOJI-
Hel T (puc. 31, B).

CyIiecTBEHHO peke BCTpedyaeTcs ayTOCOMHO-peliec-
cuBHas ¢dopma 3aboseBaHus (cuHApOM J[KepBesia U
Jlanre—HwuIbCceHA), A1 KOTOPOM XapaKTepPHBI BPOXK-
JIeHHasi HEMPOCEHCOpHAas TYroyXoCThb, 60Jiee BBIpa’KeH-
HOe yBeJIMYeHHe JJIUTelbHOCTH uHTepBana QT u 6oiee
BBICOKAs 4acTOTA OMACHBIX /JIA XKU3HU KeJyJOYKOBBIX
apuTMmuii. 3aboneBaHue OOYCIOBIEHO MYTal[UsIMHU Te-
HOB KCNQI1 wnnu KCNE2, KoAupyOUUX OCHOBHYIO U
06aBOYHYIO CYyO'BEUHUIIBI TIOTEHITNAT-3aBUCUMBIX Ka-

JIMeBBIX KaHaJIOB Kv7.1, KOTOpBIEe IPUBOAAT K CHUXKEHUIO
cuJbl ToKa I .

Cunzpom AHzlepceHa—TaBuia — pegkas popma 3a-
6oJIeBaHUA, TPU KOTOPOH yanrHeHUe nHTepBaita QT co-
NIPOBOXJAeTCsA IOosABJeHHWeM BOJHBI U, MapoKCH3MaMHU
kak nosuMopduo JKT Tuma nupyaT, Tak U JByHAIpaB-
snenHoit JKT. B 60% ciy4aeB 3a6osieBaHUe 00YCIOBIEHO
myTanueil rena KCNJ2, KogupyIOIEro o-cyobeauHUIY
KaJNeBBIX KaHAJOB aHOMAaJbHOTO BXOZAIIEro BBIIPAM-
nenus Kir2.1, renepupyromux ToK I, cuIa KOTOPOTo
cHUXaeTcs. B HacTosmee BpeMa B 40% ciiyyaeB reHeTH-
yecKuil fedpeKT 06HAPYKUTh He yZaeTcs. XapaKTepHBIe
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PucyHok 32. PasBuTie napokcuaMa noiMMopdHO Kenya04KoBOV TaxMKapaum Tna nupyaT B OTBET Ha GU3NYECKYIO
Harpysky y 60/ibHOM ¢ cHapomMoM PomaHo—Yopaa (HenpepbiBHaAs 3anucb XOATEPOBCKOr0 MOHUTOPUpOoBaHus IKI).

SKCTpaKap/iMajbHble NPOSABIeHUs 3a00eBaHuUsA, TaKue
KaK aHOMAaJW{ Pa3BUTHUA KOCTHOH cUCTeMBI (HU3KO-
POCJIOCTb, MUKPOTHATHsA, 6OIbIIOE PACCTOSHUE MEKAY
[JIa3HUIIAMU, HU3KOE PACIIOJIOKEeHUe YIIHBIX PaKOBUH,
CKOJINO3, KJIMHOAAKTUINA), TUMTOKATUEMUA U TIEPUOAH-
YyecKUM Kanuii-3aBUCUMBIN Ilapaand, IPUCYTCTBYIOT He
y Bcex 6onbpHBIX. CUHApPOM AHZepceHa—TaBuiaa — 3a-
6oJsieBaHKie C ayTOCOMHO-IOMUHAHTHBIM THIIOM HacJje-
JIOBaHUs, OJHAKO CeMeNHBIN XapaKTep 3abojeBaHUs
MIPOCJIEXKUBAETCA AAJIEKO HE BCET/|a B CBA3U C TPYAHOCTS-
MU UATHOCTUKHY, HECTIENUPUIECKUMU KIUHUIECKUMU
MPOSIBJIEHUAMU 3200JIeBaHUA U HEIMOJHON IeHEeTPaHT-
HOCTBIO MyTaHTHBIX I'eHOB. Jlo 50% ciydaeB 3aboseBa-
HUsA 06yCI0BIEeHBI MyTalyel de novo.

Cunzpom TumoTu — KpaliHe pegkas dopma
CYU QT, obycnoBnenHas myTtauueii rena CACNAlc,
KOJAUPYIOUWIETO o-CyObeIMHUILY KaJbLMEBBIX KaHAJIOB
CaV1.2. [Ipu JaHHOM CHH/ZpPOME OTMeYarT Haubosee
BBIpakeHHOe yanuHeHue uHTepBasoB QT u QTc (zo
700 Mc), coTpoBOXKJatoleecss KpaliHe BBICOKUM PUCKOM
BCC (cpezHAA TPOAOKUTENBHOCTh JKU3HU COCTaB-
aset 2,5 roga). o 60% 60JbHBIX UMEIOT Pa3JIUIHbIE
BPOXJIeHHBbIe TIOPOKM cepzla (OTKPBITHIM apTepHaib-
HBIM TpoTok, TeTpasa Panno, OTKPHITOE OBaJbHOE
OKHO U ZiePeKTHl MeXKeJNyJOYKOBOU NMeperopoiKu) U
pa3UYHbIE HApYIIeHUsA MPOBOAUMOCTH (XapaKTepHBI
npexozsinasi v mocTosiHHas popmel AB-60kazer I1 cTe-
IeHU C IpoBeZieHVeM Ha Xenyzouku 2:1). Cpeam skc-
TpaKapAuaJbHbIX IPOSBJIEHUN 3a00I€BAHUSA OTHUCAHBI
KOTHUTHUBHbBIE HapylleHUA (3aZepKKa ICUXOMOTOP-
HOT'O pa3BUTUA, ayTHU3M), TUIOTJIUKEeMUA, UMMYHO/e-
GUIUTH, aHOMaJWU CTPOEHUs Jula (CrIaXKeHHOCTHb
HOCOTYOHOM CKJIaZIKM, HU3KOE PAaCIOIOKEHUE YIITHBIX
PaKOBUH), a TaK)Xe YaCTUYHOE WJIU IOJHOEe cpalleHue

nanbplleB Kucrtedd u cron (cuHAAKTUANA). CUHAPOM
TuMoTu HacjaejyeTcsa MO ayTOCOMHO-ZOMHHAaHTHOMY
THITY, OZHAKO MMoZiaBJsiolee 6OIbITUHCTBO CIyYaeB 3a-
6osieBaHUs 00yCIOBIEHO MyTanuei de novo.

2.5.1.3. Zluaznocmuka

Kputepuu, npruMmeHseMble AJ ITIOCTAaHOBKU JAMarHo-
3a HacneacTBeHHoro CYM QT, xoTophle IpeAJIoXKHI
J. P. Schwarz, nmpeacTaByieHbl B Tab1. 14.

HacnexacrBennwsiii CYU QT AmarHOCTUPYIOT B CIIy-
yae, ecqid cymma 6asyioB cocramisfer > 3,5 mpu Hau-
YUU TOATBEPXKAEHHON MOJEKYyAApHO-TeHeTUYeCKUMU
MeToZlaMU MyTalluy, IpUBOAALIEN K YBeJIUIEHUIO IIPO-
JOJDKUTETPHOCTH NHTepBasia QT, mpu MOBTOPHOU peru-
crpanuu Ha OKI' yanuHenusa natepsasa QTc > 600 mc B
cjlydyae OTCYTCTBUA APYTUX NIPUYUH YAJUHEHUA UHTED-
Bana QT.

Juar"os HacnezctBeHHOro CYM QT MoKeT OBITH TaK-
’Ke TIOCTaBJIeH IIPU MOBTOPHOM perucrpauuu Ha OKTI ya-
auHeHus uHTepBana QTc g0 480—499 Mc y maliieHTOB
C CUHKOIIaJIbHBIMU COCTOAHUAMU HEACHOTO reHe3a, Ipu
OTCYTCTBUY F'eHETUYECKOU MYTAallUU U APYTUX IPUUNH
yanvHeHuda nHtepsaaa QT.

MeTozbl MOJEKYAAPHO-TeHEeTU4YeCcKOH JUarHOCTU-
KU UMeIoT 60JbIlloe 3HaYeHue B AuartHoctuke CYU QT
U OIpe/ieJIeHUU MPOTHO3a 6OJMbHBIX. [Ipy MpoBeAeHUM
KOMIIJIEKCHBIX MeHeTUYeCKUX aHaJU30B MYTalud yza-
eTcsd OOHApY)XUTh NPUOIU3UTENBHO y 75% OOIBHEIX,
II03TOMY OTPHUIATETbHBIN pe3yJabTaT T'eHeTUYeCKOTO
aHasK3a He I103BOJIAET ITOJTHOCTBIO UCKJIYUTD JUarHo3
CYU QT.

[TpoBeZieHNe KOMIIJIEKCHOT'O TeHeTUYeCKOro aHaln3a
Ha BBIIBJIEHWE BO3MOXXHBIX MyTauui B reHax KCNQI,
KCNH2 1 SCN5A (CYV QT 1, 2 u 3-ro TunoB — Hauboee
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Ta6auua 14. [JnarHoCTMYecKne KpUTeprun HacneaCTBEHHOr0 CMHAPOMA YAAMHEHHOrO MHTepBana QT (B COOTBETCTBUM C

n3MeHeHusMmn 2006 r.)

Kputepwmii

bannbi

AneKTpoKapanorpapuyecKkne KpuTepuu:
QTc > 480 mc
QTc 460—470 mc
QTc 450—459 Mmc (y My}KUMH)
3aperucTpMpoBaHHas TaxMkapaus Tuna nupyat
anbTepHauus BoNHbI T
Hanunune 3a3ybpeHHo BOHbI T B oTBEAEH!M |l

yacToTa CepAeyHbIX COKpaLeHWI HUKE COOTBETCTBYIOLLEN BO3PACTY 60/IbHOr0

O = = N = N W

KnuHnyeckne nposiBneHuns 3aboneBaHus:

06MOpOKHK, MPoBOLMpPYeMble GU3UYECKON Harpy3Kom Uau aMOLMOHabHLIM CTPECCOM 2

noTepst CO3HaHUs B NOKoe 1

BPOX/JEHHas rayxota 0,5
CeMeiHbl aHaMHes:

Hanunune amarHoctuposaHHoro CYU QT y uneHa ceMbu 60bHOMO 1

BHe3anHas cMepTb B ceMbe 60/1bHOr0 B Bo3pacte < 30 net 0,5

CYU QT — cuHApOM yAIMHeHHOro nHTepsana QT.

pacmpocTpaHeHHble GOpPMbI 3a00/€BaHUA) DPEKOMEH-
ZIOBaHO BceM OOJIBHBIM, UMEIOIUM KJINHUYECKHe IIPO-
aBaenuss CYU QT, oTAromieHHbBIN ceMeMHBbI aHaMHe3
U yAauHeHue uHTepBana QTc, 3aperucTpupoBaHHOE Ha
OKI' B IoKOe WU IpU NPOBEAEHUU IIPOBOKALIMOHHBIX
JMaTHOCTHYECKUX Mpo0, a TakKe BCEM Tal[HeHTaM, He
UMeIOUUM XapakTepHbIX cumnToMoB CYHM QT, npu pe-
ructpauuu Ha OKI' yanuHeHua uatepsassa QTc > 500 mc
U OTCYTCTBUM JPYTUX BO3MOXHBIX IIPUYUH YAJIUHEHUA
nHTepsaaa QT.

B ciyuyae obHapyskenus y 6ompHoro CYU QT rene-
TUYECKOM MyTalluy IIPOBeJeHHe CKPUHUHTA, Halpas-
JIEHHOI'O Ha BBIAIBJICHUE dTON MyTallul, PEKOMEH/JOBaHO
BceM OJM3KHUM POZACTBEHHUKAM, Jake IIPU OTCYTCTBUH
y HUX XapaKTepHBIX /A 3Toro 3aboseBaHuA KINHUYe-
CKUX IIpOABJIeHUN U usMeHeHu OKI.

[TockonpKy yanuHeHHe HHTepBaaa QT MoxeT HoO-
CUTD NMPEXOAAIINN XapaKTep, B AUATHOCTHKe 3ab0JeBa-
HHs UMEIOT 3HaueHUe IIPOJOJKUATENbHAA PEeTUCTpaLns
OKI, HampuMep XOJATepoBckoe MOHUTOprupoBaHue JDKI'
(ZaHHBIN MeTOZ 0cobeHHO NHGOPMATUBEH Y OOTBHEIX C
CYU QT 2-ro u 3-r0 TUIIOB, ITOCKOJIBbKY ¥ 60JBHBIX C 3THU-
Mu dopmaMu 3aboseBaHUA HauboJbIlee yBeIUYEeHUE
JUTETBPHOCTH UHTepBaia QT oTMeYaoT OOBIYHO B HOY-
HOe BpeMs1) ¥ IPOBOKAIIOHHEIE IIPOOHI.

CymecTByeT psAj TpeOOBaHUHN, KOTOpble B IeJNAX
obecrieyeHNs 6e30MACHOCTH IallieHTa U IIOBBILNIEHUS
JMaTHOCTUYECKON 3HAYMMOCTU JOJIKHBI OBITH YITEHBI
IIpU MPOBEJEHUU JAHHBIX JAUATHOCTUYECKUX HCCIIe/O-
BaHUH. [IOCKOIBKY B XOJ€ HCCIeJOBAHUU BO3MOXKHA
WHAYKIUA OIACHBIX JJd >KU3HU HapyLUleHUH puTMma

cepZAua, BCe IPOBOKAIMOHHBIE IPOOBI JOKEH IMIPOBO-
JUTH OIBITHBIM MeAUIIMHCKUM IIepcoHajJ MpU Hempe-
peiBHOU peructpauuu OKI' (ciegyeT NIpPOU3BOAUTH
MoHuTopupoBanue ODKI' [0 MOJHON HOpMaau3aluu
WHAYLUPOBAaHHBIX B XOJie HCC/IeJOBAaHUA W3MEHEHUH
OKT, mpu mpoBezeHun ¢$apMaKoOJIOTUYECKUX ITPOBOKaA-
IIUOHHBIX P06 — He MeHee 30 MUH MOCJIEe OKOHYAHUS
BBeJleHUA IIperapaTa) U cUcTeMaTU4YeCKOM H3MepeHUHU
AJl 607BPHOTO B YCJIOBUAX HEIOCPEJCTBEHHOH JOCTYII-
HOCTH HEOOXOAUMOTO [JI CepAeYHO-JIETOYHON peaHu-
Mauuu obopyzoBaHus (Bkirouyas AedUOPUIIATOP) U
BO3MOXXHOCTH He3aMeJJUTEeJIbHOrO BBI30Ba Bpada-pea-
HuUMaToJsora. [IpoBesieHre HArPy304HBIX PO ZOJIKHBI
OCYIIeCTBIATh GU3NYECKU TPEHUPOBAHHbIE COTPYAHU-
KU, cIocOOHbIe yOepeub NallieHTa OT aJleHU B cIydae
BO3HUKHOBEHUA TeMOJWHAMHUYeCcKOro KoJijalca IIpu
WHZAYKIUY KEeTYA0IKOBBIX apUTMHUH.

[IpoBOKalMOHHBIE TPOOBI JaleKo He BCerja BhI-
3BIBAIOT TUIHMYHBIE AJI KOHKPETHOro 3ab0jeBaHUA
nsMmeHeHuda JKI'. [TorpaHuYHbIe U3MEHEHUA He JOJIXK-
HBl paclleHUBaThCA KaK JUaTrHOCTUYECKU 3HAYUMBIE.
B cnyuae morpaHu4HbIX u3MeHeHuli DKI' uau oTpuua-
TEJLHOTO pe3y/bTaTa HUCCAeZOBAHUA MPU OGOIBIION Be-
poaTHocTU 3abosieBaHUA (XapaKTepHas KJIMHUYECKas
KapTWHA, pe3yJbTaThl TeHEeTHUYECKUX WCCIeJOBAHUN)
1[eJ1Ieco06pa3Ho MPOBeIeHUE JPYToi MPOBOKAIIMOHHON
MPOOBHI.

Jna seraBienua CYM QT ucnonbp3yroTed ciaefyoliue
MIPOBOKAIIMOHHBIE TPOGHI.
e AxmueHass opmocmamuueckass npo6a. OueHKa

JUHAMUKU BeJW4YUHBI nHTepBana QT mnpu perucrpa-
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uu DKI' B X0/le opTOCTaTU4eCKOl Tpo6bI obagaeT
JUarHOCTUYECKON 3HAaYMMOCTBIO, MO3BOJASA B pAze
cay4aeB BBIABUTH 6osbHBIX ¢ CYU QT. Ilocrne mepe-
Xo/la B BEPTHUKaJIbHOE IIOJIOXKEHWe OTMedaeTcsa yMe-
peHHOe yBeJIu4YeHHe YacTOTHl CHUHYCOBOTO DPUTMA,
IIpY 3TOM Y 3/JOPOBBIX JIIOZIe U /I TeIbHOCTh UHTEPBa-
na QT ymensbinaetcs, a y 60apHBIX ¢ CYU QT (ocobeH-
HO 2-TO THUIIA) IPOJOJIKUTENBHOCTh MHTepBana QT
YMeHbBIIaeTCsA MeHee CyIIeCTBEHHO, He M3MeHAeTCA
WUJIY YBeJIUYHUBaeTCs.

e [Ipoba c 0o3uposaHHOll @Pusuueckoil Hazpy3skoil
Ha gesi0apzomempe uau mpedmune. Hanbosee uH-
dopmaTHUBHA OIleHKa JJIUTENIBHOCTH MHTepBana QT
B IIepUo/, BOCCTAHOBIEHUA. JJIUTeNIbHOCTh UHTEPBA-
sna QTc > 445 mc B KOHIle ITepruozia BOCCTAHOBJIEHUA
(cmycTd 4 MUH IIOCIe OKOHYaHUA HarpysKu) xapak-
TepHa A5 60abpHBIX ¢ CYU QT 1-ro u 2-ro Tunos. [Ipu
9TOM JJIUTeNbHOCTh UHTepBana QTc < 460 Mmc B Ha-
yajie Iepuozia BOCCTAaHOBJIEHUS II03BOJIAET OTIUYUTD
60sbHBIX ¢ CYU QT 2-ro Tuma ot 60abHbIX ¢ CYU QT
1-ro Tuma.

e dapmakosornyeckyie IpOBOKAIIMOHHEIE IPOOH.
® [Ipoba ¢ adpeHanuHom (3nuHedpurom). Ilo3Bo-

JiseT BbIABUTH OosbHBIX ¢ CYV QT1, mOCKOJIBKY
mpu 3Toii dopMe 3aboseBaHUA NPU NIPOBEAEHUU
nHOQY3UU aZipeHasrHa OTMedaeTcd NapaJoKcasb-
HOe yBeJWYeHHe /JJIUTeNbHOCTH HHTepBana QT.
[TpezoXeHb! 1B IPOTOKOJIA IPOBEZIeHU A JaHHOU
npo6sI: mpotokoi [umuny (Schimizu), B xoze ko-
TOPOTO BcJles] 32 OONIOCHBIM BBeZleHHEM OCYIIecT-
BJIETCA KPaTKOBpeMeHHas NHQy3us afipeHanHa,
u npoTokoJ Meiio (Mayo), B COOTBETCTBUU C KOTO-
PBIM OCYLIECTBJISIETCS BHYTpUBeHHas WHGQY3UA
MIOCTENEHHO yBeJIMYMBAaeMOU /03Bl ajipeHasrHa.
O6a 3Tux MpoTOKOoJa 06/1a[al0T COMOCTABUMBIMU
JYBCTBUTEIBHOCTBIO U CIENUUIHOCTHIO, XOPOIIO
TIepeHOCATCA U pPefKO COIPOBOXKAAIOTCSA HexKeJsa-
TeJbHBIMU peakuusamu. [Ipoba paciieHUBaeTcs
KaK MOJIOKUTEIbHAA NIPU YBEIWYEHUU AJIUTEIb-
Hoctu uHTepBasa QT > 30 mc Ha ¢poHe UHPY3UU
azpenanuHa B go3se g0 0,1 MKr/kr/mMuH. Ciregyer
OTMETUTb, YTO IIpaBUJIBHOE M3MepeHHe AJIUTesb-
Hoctu QT Ha ¢oHe MHPY3UU agpeHATHHA YACTO
3aTPyAHEHO U3MeHeHUAMU Mopdosoruu 3y61os T,
0COOEHHO €CJIU NIPU 3TOM PETrUCTPUPYIOTCA BBI-
cokoaMIIUTyAHble BojHBI U. CoOIyTCTBYOUIUN
npueM B-aZpeHobI0KaTOPOB CHUXKAET AUArHOCTHU-
YecKylo 3HaYMMOCTb IIpoObl. Cpejy HeXesaTeslb-
HBIX peaklWi, BO3HUKAINX Ha poHe MHPY3UU
aZpeHaTuHa, HEOOXOAMMO VIOMSIHYTh apTepH-
aJbHYIO TUIEPTOHUIO U WHAYKIIUIO ONACHBIX I
’KM3HM HapylleHu puTMa. /luarHocTuyecKkoe uc-
cleoBaHUe JOKHO OBITH IpeKpalieHo IpU IIo-
BBIIIEHUU cucTonudeckoro A/l > 200 MM pT. CT.
(MY Ipy MeHBUINX 3HAUeHUAX B CIydadaX, eciau
apTepuajbHasA TUIIEPTOHUA COIPOBOXAAETCA BBI-
Pa)XeHHBIMU KJWHUYECKUMHU TPOSABICHUAMU),
BO3HHKHOBEHUU PelUJUBUPYIOUINX HEyCTOM-

YUBBIX MPOGEXKEK WIW WHAYKIUU YCTOMYUBOTO
napokcusma JKT. B ciyyae BOSHUKHOBEHUA KJIU-
HUYECKU 3HAUMMBIX HEXKeTaTeJbHbIX 9P PEKTOB Iie-
Jlecoo6pasHo MpHUMeHEeHHE KOPOTKOAEHCTBYIOIIUX
f-agpeH06I0KaTOPOB, BBOAUMBIX BHY TPUBEHHO.

® [Ipoba c adeHozuHom. [lnsa GompHBIX ¢ CYU QT
XapaKTepHO yBeJW4YeHHe IIPOJOKUTEIbHOCTU
untepBanoB QT > 410 mc u QTc > 490 mc, peru-
CTPUPYEMBIX BO BpeMs MWHUMAJbHOU YaCTOTHI
CepAeYHbIX COKpalleHWH Npu WHAYIIUPOBAHHOMN
a/leHO3MHOM OpaJguKapAuu. B Hacrosulee BpeMs
AUarHOCTHYECKasA 3HAYMMOCTh [JAaHHOU MPOObI
M3ydyeHa Ha OrPaHUYEHHOM YHucie GOTHHBIX C Te-
HeTHYecKu noATBepxkAeHHbIM CYU QT, moaTomy
WHTEpPIpeTalusa MOTyYeHHBIX B XOZe HCCJIe/IOBa-
HUs Pe3yJbTaTOB TPebyeT OCTOPOKHOCTH.

2.5.1.4. ludppepernuyuanvras duazHocmuka

CYU QT cnexnyer auddepeHINpPOBATh OT APYIUX BO3-

MOYKHBIX TPUYINH CUHKOMAJbHBIX COCTOSTHUM, YIUTHIBAS

OTHOCHTEJBHO MOJIOZIOH BO3pacT OONBHBIX, IIPEK/e BCe-

rO OT JIUJIENCHU U Ba30oBaraJbHBIX OOMODOKOB, a TaK-

JKe OT PYT'UX BPOXKJEHHEBIX XKeNTyJOYKOBBIX HapyIIeHUH

puTMa cepALa.

Heob6xozumo mpoBefieHue AuddepeHIInaabHOM Ara-
THOCTUKU MEXJY BPOXKAEHHOM M TPUOOPEeTeHHBIMU
dopmamu CYU QT, KOTOpble MOTYT OBITH BHI3BaHHI lie-
JIBIM psAZIOM GaKTOPOB, IPUBOAAIINX K 3aMe/IEHUIO IIPO-
I[ECCOB pEeNoIApU3al MHUOKapZa KeJyZouKoB. K HUM
OTHOCATCA:

e OpaZuKapzAus, oOycioBleHHas AUCPyHKIUeH CUHY-
COBOTO y371a uiu AB-610Ka101;

e TUNOTUPEO3;

e HapyUIeHUs 3JeKTPOJUTHOro obMeHa (THIOKasue-
MU, TUIIOMarHueMusi) BCIeJCTBUE IIPUMeHeHUs JU-
YPETUKOB WK NaTOJOIUY HAAIIOUeYHUKOB (CHHAPOM
KoHHa), a Tak:xe pody3HOH fuapen UIN HEYyKPOTU-
MO PBOTHI;

e HapyuleHUs 6eJKOBOTO MUTAHUA (AJIUTENbHOE «Jue-
THYeCKoe» roJoflaHue, HepBHAsS aHOPEKCHs, MapeH-
TepaJibHOe MUTAHUe U /IP.);

e OCTpHII HHAPKT MUOKAPAA;

e BHYTpUYEPENHOE KPOBOU3IUIHHUE,;

e yHTOKCHKanuA pochopopraHUUeCKUMU COeMHEeHU-
AMU;

e IIpHEeM JIEKapCTBEHHBIX IIpernapaToB (lepeyeHb Ipe-
[1apaToB, YAJIUHAIOMUX UHTepBan QT, mpezcraBieH
B Tabi. 11).

2.5.1.5. JleueHnue

2.5.1.5.1. O61IHe peKoMeHAauu

Bce mamueHThI ZOIKHBI 65T XOPOLIO NHGOPMUPOBAHBL
0 cBoeM 3a00/IeBaHUH, B TOM YHUCJIE O er'0o Hacle/ICTBEH-
HOM XapaKTepe U pucke 3aboseBaHus y geteii. Kpome
TOTO, OHU ZOJDKHBI TIONYYUTh OOILIMEe pPeKOMeHJalNH,
HalpaBJieHHble Ha yMeHblIeHWe pucka pasButusa KT
THna nupyasT u BCC.
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e TIOJIHOCTBIO WCKJIIOYUTHh IPUEM JIEKAPCTBEHHBIX
IIpenaparos, BBI3BIBAIOUINX YBEJIUYEHUE IPOJOIKHU-
TesbHOCTH MHTepBasa QT (tabx. 11). [To Mepe HaKo-
IIJIeHUs KIMHU4YeCcKOW nHpopMaluy U BHEADEHU B
IIPAaKTUKY HOBBIX JIEKAPCTBEHHBIX IIPEIaparoB JaH-
HBIIl IlepedeHb IIpeTeplieBaeT H3MeHeHHA. IlocTo-
SIHHO OOHOBJiAeMas WHpOpMaIUsa O JIEKaPCTBEHHBIX
mpemaparax, CIIOCOOHBIX YBEJIUYUBATDH IIPOJOJIKU-
TeJbHOCTh MHTepBana QT, mpezcTaBieHa Ha caiTe
http://www.azcert.org.

e lI36eraTh CUTyaIUii, CIIOCOOHBIX BbI3BIBATH JJIEKTPO-
JIUTHBIE HapylleHUA (HeKOHTPOJUPYEMBIH IIpUeM
MOYETOHHBIX M TOPMOHAJbHBIX IPerapaToB, TOJO-
JaHue, 06e3BOKMBaHUe, MUIEBbIEe OTPABIEHUS, CO-
IpoBOKAatoIuecs Tpodys3HOH PBOTOM UK AUAPEEH,
U p.).

e Il0 BO3MOXXHOCTH wu36eraTb IYCKOBBIX (aKTOPOB,
KOTOpBle MOI'yT IIpoBolipoBaTh nHAyKIKo KT Tuna
MUPYST (CIOPTHUBHBIE HATrPYy3KH, 0COOEHHO TIIaBaHUE,;
SMOLIMOHAJIBHBIH CTPECC; TPOMKHUE 3BYKH U /IP.).

2.5.1.5.2. MegukaMeHTO3Had Tepanusa
MezaukaMeHTO3HasA Tepamnus ABJAAETCA OCHOBOU Jede-
Hua HaciaegctBeHHoro CYUM QT. IlocTosaHHBIN NpueM
B-azpeHO6IOKATOPOB MOKA3aH BceM GOMBHBIM, BKJIIOUAST
MOATBEPXKAEHHBIX OECCUMITOMHBIX HOCHUTeNEN MyTa-
LIWY, Jake IpU OTCYyTCTBUM y HuX Ha JKI' yanuHeHUs
unTepBasoB QT/QTc (3a HCKIIOUEHUEM abCONIOTHBIX
MIPOTUBOIIOKA3aHUM K IIPUEMY IIpelapaToB, HallpuMep
TAKeJIONW OpOHXHMAaJbHON acTMbI). B HacTosInee BpeMs
OTCYTCTBYIOT AaHHBIE, yKa3bIBalollye Ha 60Jiee BEICOKYIO
3bbeKTUBHOCTh KaKOTO-TM60 U3 f-aZpeH06JI0KAaTOPOB
B mpodunaktuke peruausos KT Tuma nupysT y 605b-
HBIX ¢ HacaeacTBeHHbIM CYU QT. Bribop jieKapCcTBeH-
HOTO IIperapara, mozbop €ero o3kl W OIpeJeeHue
pexrma mpueMa OCyILIeCTBIAIT UHAUBUAYATbHO. YTO-
6Bl CHU3UTH PUCK TO60YHBIX 3G GEKTOB Mpenapara u AJs
yaobcTBa GOJIBHBIX MPEATIOYTEHHE CIeAyeT OTAaBaTh
KapAUOCeJIeKTUBHBIM B-aZipeHobI0KaTOpaM ¢ GOJIBIION
JUIATENBHOCTBIO lelCcTBUA. [lallueHTOB caeayeT obs3a-
TeJbHO UHPOPMHUPOBATDH O TOM, UTO AJUTEIHLHOE OTCYT-
crBue peruauBoB KT Tuna nupyaT Ha GOHe JIeYeHU A HU
B KOeM cJly4yae He cjeZlyeT CUUTATh II0BOZOM K IIpeKpa-
IIEHUIO TIpUeMa IIpenapara. B ciaydae HE0OXOAMMOCTH
npueM B-aZpeHo6I0KaTOPOB MPEKPaIIaloT IOCTETIEHHO,
MPeATIOYTUTENIBHO IO/l KOHTPOJIEM MeAUIIMHCKOTO TIep-
coHaJIa, MOCKOJIbKY pe3Koe IpeKpalleHue JedeHUs Mo-
JKET COMPOBOXKAATHCA «CHHPOMOM OTMEHbBI», Ha (QOHE
KoTOporo puck Bo3HuKHoBeHUd JKT Tuma nupyaT oco-
GEHHO BBICOK.

AuTHapuTMHuYeckue mpemnapats! I kiacca (6sokaTo-
PBI HATPHUEBBIX KAHAJIOB, IPEANOYTUTENbHO B Kiacca:
MekcuyieTuH (B Poccuu B HacTosllee BpeMs He 3ape-
TUCTPUPOBaH), GEHUTOUH) MOTYT OBITH HCIIOJb30Ba-
HBI B KaueCcTBe CpeZCcTBa «BTOPOM JUHUU» IIPU YACTHIX
penuguBax KT Tuma nupysT y GOJbHBIX C BPOXK/EH-
HeM CYU QT 1 ¢ UMIIaHTUPOBAaHHBIM KapAHOBepTe-
pom-gedubpunnsaropom (MKJ), mpu HeAOCTATOUHOU

3bbeKTUBHOCTH B-aZApeHO06I0KATOPOB MU HEBO3MOX-
HOCTH UX IpYEeMa B CBS3U C aOCOTIOTHBIMU IIPOTUBOIIO-
KasaHUSIMU WIN TSKENIBIMU MOO0YHBIMU 3ddekTamu
JeyeHus. B HacTosiiee BpeMs ONBIT 3GPEKTUBHOTO
IIpUMeHeHHU dTHUX IIpelapaToB OrpaHNYeH JUIIb 60JIb-
HeIMU ¢ CYU QT3. B kauecTBe KpUTepu, yKasblBarolle-
r'o Ha MOTEeHIUATbHY0 3G PEeKTUBHOCTD IIJIAHUPYEMOTO
JIOJITOCPOYHOTO JIEYEHUA, IMPEAJI0KEHO yMeHbIIEHUE
AnuTenbHOCTU HHTepBasa QTc Ha 40 Mc u 6osee mocie
[IEPOPaJbHOrO IIpHeMa aHTHAPUTMHUYECKOro Ipernapa-
Ta I kracca.

2.5.1.5.3. UMmiaHTanusa kapauoseprepa-
nebubpuLIATOpa

VimmnaHTauusa KapzauoBeprepa-Zedubpuiiiropa Io-
kazaHa 6osbHBIM ¢ CYV QT, mepeXUBIINM OCTAHOBKY
cepAlia, a TakXe IMallueHTaM, Y KOTOPBIX IPUCTyHHI 2K T
TUIA NUPY3T IPOJOJKAIOT PeluUBHUPOBaTh, HECMO-
TPS HAa CHUCTEMaTHYeCKUil pueM B-afpeH06I0KaTOPOB.
VIMIiaHTauusa KapAuoBepTepa-a1ebubpuiisTopa He U3-
6asseT 60abHOrO ¢ HacaeacTBeHHBIM CYU QT oT Heo6-
XOZUMOCTH IIpreMa B-aZpeHOOJ0KAaTOPOB U HU B KOEM
cIy4ae He JOJKHA pacCMaTPUBAThCA B Ka4yecTBe aabTep-
HaTUBbI MeJUKaMeHTO3HO! Tepaluu.

CrneayeT MOAYEpPKHYTh, YTO UMILJIAaHTALUsA KapAUO-
BepTepa-febubpusisaTopa Aad npoounaktuku BCC 6e3
ImpeALIecTByIOmel oeHKN 3)eKTUBHOCTU JIeYeHUsd
B-agpeHOoGIOKAaTOpaMHu He IIOKa3aHa, 3a WCKJIIOYEHU-
€M ITaIlMeHTOB M3 I'PYII BBICOKOrO prcKa. Ha Hebiaro-
IPUATHBIH IIPOTHO3 0OJIE3HU YKa3bIBAIOT BBIpAXKEHHOE
yBenudenue anutenbHoctTu QTc > 500 mc (ocobeHHO
BBICOKUM pUCK y 6osbHBIX ¢ QTc > 600 mc), coxpaHs-
fomascsa Ha ¢oHe mpueMa B-aZpeHOOJOKATOPOB ajlb-
TepHanus 3y6uoB T Ha DKI, paHHUE KIMHUYECKUE
IIPOABJIEHUS 3a00IeBaHUA — IIPUCTYIIEL IOTEPU CO3Ha-
HuA, napokcusmsel JKT Tuna nupyaT B Bo3pacTe Z10 7 JIeT,
a Tak)Ke pe3yJbTaThl MOJIEKYIAPHO-TeHeTUYeCKUX MC-
cleoBaHUl (BbIABJIEHUE Haubosee 3/I0KaYeCTBEHHBIX
dopm 3aboneBaHua — cuHgpoMma /IxepBesia u JlaH-
re—HunbceHa unu cuHgpoma TUMOTU, HAIU4YUE ABYX
u 6ojee TeHETHMYECKUX MYTalUd WIM OOHapy)KeHUe
MyTalUH, CONPAKEHHBIX C 60iee BEICOKUM prcKoM JKT
tuna nupyaT u BCC). BCC y poacTBeHHUKA 6OJTBHOTO C
HacseacTBeHHBIM CYW QT npu oTCyTCTBUU pyrUux dakx-
TOPOB pUCKa He ABJAETCA NOKa3aHUEeM K UMIUIaHTaIluu
KapauoBepTepa-aebubpuIsATOpA.

2.5.1.5.4. JleBOoCTOpOHHAA LIeliHasA cUMIaTH4decKas
JleHepBaIys

[TponieAypy JIeBOCTOPOHHEH IIEHHOM cuUMIaTuye-
CKOM JeHepBalluU OCYIIECTBJIAIOT JIEBHIM HAAKJIIO-
YUYHBIM JOCTYIIOM. B MeZWIIMHCKUX LEHTpax, rje
HaKoIlJIeH OOJIbIION OIBIT, NPUMEHAIOT MUHUMAaJIbHO
MHBa3UBHble MeTOAMKH. JlaHHAsA Ipolesypa MOXKeT
OBITH HCIIONb30BAaHA MPU HEBO3MOXXHOCTU Ha3Haye-
HUs B-afpeH06I0KATOPOB MU HEAOCTATOYHOU dddek-
TUBHOCTU MeAMKAMEHTO3HOU Tepanuy, a TaKXe IpU
HaJIMYUK abCOJIOTHBIX WU OTHOCHUTEIBHEIX IIPOTHBO-
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MOKa3aHUM K UMIIAaHTAIIUU KapAuoBepTepa-aehubpu-
JIATOpa U B CcIydyae OTKa3a MalueHTa OT UMILIaHTaluu
npubopa.

2.5.1.6. I[Ipodunaxkmuxa
Komrieke NmpoQUIaKTUYECKUX MEPOIPUITHH, PeKo-
MeHAyeMbIX 60mbHBIM ¢ CYU QT, BKJIOYAET ITOJHOE
WUCKJIIOYeHVe IIpheMa JIeKapCTBEHHBIX IIperapaTos,
BBI3BIBAIOIINX yBEJUYEHUE TPOAOKUTENBHOCTH WH-
TepBasia QT (tabsn. 11), mpegoTBpalieHUe CUTYaIUH,
CIIOCOOHBIX BBI3bIBATH 3JIEKTPOJUTHBIE HAPYUIEHUS
(HEKOHTPOJIUPYEMBIN INPUEM MOYETOHHBIX U T'OPMO-
HaJIbHBIX TPeNapaToB, Toojanue, 06e3BOKUBaHUE, TH-
IIeBble OTPaBJIEHHA, CONPOBOXKAAIOIIMECA Ipody3HOH
PBOTOH WM Auapeed, u Ap.), u usberanve $HaKTOPOB,
KOTOpBIE MOTYT NPOBOIMPOBaTh MHAYKIHIO KT Tumna
nupyaT (CIOPTHUBHBIE HATPY3KH, OCOOEHHO TJIaBaHUE;
SMOIIMOHABHBIN CTPECC; TPOMKUE 3BYKH U JIP.).
[Mockonbky CYU QT — HacieAcTBeHHOe 3aboseBa-
HUe, TIEPBBIM U €JMHCTBEHHBIM MPOSIBIEHUEM KOTOPO-
ro Moxet ObITH BCC, He0O6X0AMMO 00CIeOBAaHNE BCEX
GJIM3KUX POJCTBEHHUKOB OOJBHOTO, a TaKXKe MPOBE/e-
HUe CEJEKTUBHOT'O MOJIEKYISIPHO-TEHETUYECKOTO CKPH-
HUHTa B ciaydae obHapyxeHHUs y 6osbHoro ¢ CYU QT
reHeTUYEeCKOH MyTaIuH.

2.5.1.7. luchaxcepHoe HabGt00eHue

Bce GosbHbie ¢ CYU QT A0/MKHBI HAXOAUTHCS IO II0-
CTOSHHBIM HAOIIOZeHVEM KapZuojora B MeJUIMHCKUX
LIEHTpaX, CIeLNaJIN3UPYIOMIUXCA Ha IEYeHUU BPOXK/IeH-
HBIX XKeJTy/JOYKOBbIX apUTMUH.

ManuenTsl ¢ MK/l ZOMKHBI TPOXOAUTD PEryasapHBIA
TeJeMeTPUYecKUi KOHTPOJb HMIUIAHTHPOBAHHOI'O
YCTPOKMCTBA C PEKOMEH/0OBaHHONW UM IMEePUOJUYHOCTHIO
(HO He pe’ke OZHOTO pasa BToJ).

2.5.2. Cunapom bpyraza

2.5.2.1. Snudemuoso2us U IMUONOUSA

Cunzpom onucanu 6patbs I1. u [Ixx. Bpyraga (P. Bru-
gada, J. Brugada) B 1992 r. OH xapakTrepusyercs JKI-
IprU3HaKaMu 6J0kazbl IpaBoi HOXKU Iydka ['mca ¢
aneBanuel Touyku J u cermeHTa ST B IpaBBIX IPEKOP-
AVAJIbHBIX OTBEJEHUAX U NPOABJIAETCA KINHUYECKU
peluUuBUPYIONINMHU CUHKONAJIbHBIMHU COCTOHUSAMU,
a Takxe caydaamu BCC, koTopas HacTymaeT dalle y
JIUI] MYKCKOT0 rosa B Bo3pacte 30—40 ser. 3abore-
BaHME HacJeAyeTcsA II0 ayTOCOMHO-ZOMUHAHTHOMY
TUIy C HENOJHON NeHeTPAaHTHOCThIO TeHeTUUYeCKUX
U3MEHEeHUH.

JKemyznoukoBble TaxWKapAuU (IperMMyIecTBEHHO
nonuMopdHas, KpaiiHe peiKo — MOHOMopoHas), Xa-
paKTepU3yIoIHecs BEICOKUM PHUCKOM TpaHchOpMaluu
B GUOPMIUIALNIO KeNYZOYKOB, ABJIAIOTCA OCHOBHBIM
KJIWHWYEeCKUM IposBIeHMeM cuHApoMa Bpyraza. Xa-
PaKkTepHO UX BO3HMKHOBEHME B IIOKOe, BO BpeM: HOY-
Horo cHa (puc. 33), 4TO ZesaeT 6ojiee BEPOSITHBIM UX
BBIABIeHUE ¢ Tomombio XM OKT, a He ipu cTaHAapTHOMN
3anucu OKI. OfHUM U3 KIMHUYECKUX NIPOSABIEHUH, Co-
IIPOBOXKJAIOUIUX 3TU apUTMUYEeCKHe COOBITUSA, MOTYT
OBITh 3MU30/BI XPUILJIOr0 (AarOHATBHOTO) JbIXaHUS BO
cHe. JKenrynoukoBele TaxWKapAUU MOTYT IIPOBOLUPO-
BaThCA JIUXOPAJOUYHBIMUA COCTOSHUAMH, a TaKXKe PAAOM
JIEKapCTBEHHEBIX ITpenapaTtoB (Tabs. 15). CUMITOMEL 3a-
60JIeBaHUSA TIPOSBISIOTCA OOBIYHO Y B3POCJBIX, a CPEe/-
HUI BO3pacT BO3HUKHOBeHUA ciaydaeB BCC cocrasiser
41+15 set. Kpome Toro, npu cuHzapome bpyraza yaiie,
yeM B OOILIel MOMYJSAILUY, PETUCTPUPYIOT CIydau Hal-
YKEJTYZIOYKOBBIX TAXUAPUTMUH.

PacnipocTpaHeHHOCTh 3abosieBaHUs B 00IIel mormy-
JIALAN B HacTosAllee BpeMA HeusBecTHA. CyleCTBEHHO

Ta6auua 15. MepeyeHb NeKapCTBEHHbIX NPenapaTos, NPOTUBONOKa3aHHbIX 60/bHLIM C CMHAPOMOM bpyraaa

Knacc npenaparos

Mpenapatbl, N(pUMEHEHNE KOTOPbIX
NpoTUBONOKa3aHO (0TMeYeHa apUTMOreHHOCTb)

Mpenapartbl, NPUMEHEHUS KOTOPbIX
JenarenbHo usberartb

OKCKapbasenuH; TpudTopnepasmnH

AHTUAPUTMUYECKNE AlManuH; aekanHna; NMCUKAUHUA, AMKHOAAPOH; LUMOEH30MH; AN30NUPAMUA,

npenaparbl npoKanHamMua; nponadeHoH; annanuHuH*; NUAOKaUH"; NPONPaHoNoN; Bepanamun
3TaUn3nH*

lcuxoTponHble AMWUTPUNTUANH; KNOMUNPAMKWH; Ae3UNPaMUH; Kap6ama3senuH; umamemasuH; 40CYAenuH;

npenaparbl npenapatbl INTUS; NOKCANWUH; HOPTPUNTUAMH; [IOKCEnWH; GAYoKCeTUH; GNyBOKCAMMUH;

MMUNPaMUH; ManpPoOTUAKH; NaPOKCETUH;
npedeHasnH; GEHUTOMH; TMOPUAA3HUH

AHECTETUKM U bynuBakauH; npokauH; nponodon

aHabreTukn

KetamuH; Tpamagon

[pyrve npenapartel
KOKaWH; 3prOHOBUH

ALETUAXONIMH; aIKOr0Jib (TOKCUYHBIE 103bl);

JemeHrnapuHart; aubeHrnapaMuH; 34p0GoHUNR;
WHAanamui;, MetToknonpamu; depdeHagnH/
dekcodeHagnH

* JlaHHbIe IIpenapaThl OTCYTCTBYIOT B IlepedHe Ha caiite http://brugadadrugs.org, ofHaKo OHH BK/IIOYEHEHI B llepedyeHb Ha OCHOBAHUU UX OCHOB-

HOTO MeXaHu3Ma JAeHCTBUA — 6JIOKI/IPOB&HI/I$I HaTPUEBBIX KaHAJIOB.

N
HPI/IMEHEHI/IC JINJIOKaWHa B Ka4e€CTBE MECTHOI'O aHEeCTEeTUKA IPe/ICTaBIAETCA 6630HaCHLIM, 0co0b6eHHO TP UCIIOJIb30BAHU U HEeOOIBIINX 7103

Ipernapara B COY€TaHUU C aZ[pEHAJVTHOM.
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PucyHok 33. HeycTonumBbI NapoKcu3m noaMmMopdHON KenynouKoBO Taxukapanu, yactota 160—180 muHt (BbigeneH
paMKoK). 3anucb XoNTepoBCKOro MoHMTopupoBanus Kl B 12 oTBefeHMAX y 601bHOM ¢ cuHApomMoM bpyraaa. Bpems
BO3HWKHOBEHMA NapoKcM3ma — 23 Yaca. CTpenKamu B 0TBeeHNN V, YKasaHa 3/1eBaLua TOUKM J B CUHYCOBbIX COKpalLEHUAX.

yale OHO BcTpevaeTcs B cTpaHax IOro-BocrouHoit Asuu
(Asmarcko-TUXOOKeaHCKUU PeruoH), TZe ero pacrpo-
cTpaHeHHOCTh gocturaet 0,5—1:1000. Curgpom Bpyra-
na (Brugada syndrome) BBIABISETCA Y JIUL], HE UMEIOIINX
MIPU3HAKOB OPraHUYeCcKoro 3aboieBaHus CEPALA, Y MY K-
4iH BcTpedaeTca B 8—10 pas yaile, 4eM y XKeHIUH, 4YTo,
IIPeJIIOIOKUTENBHO, 00YCIOBIEHO OOJIBIIEH CUION Kpa-
TKOBPEMEHHOT0 BEIXO/AIEr0 TOKA MOHOB Kanus I (ogHO-
'O U3 TOKOB, YIacTBYIOUIUX B pOPMUPOBAHUU CHHPOMA)
U fieticTBHEeM 6oJiee BRICOKUX KOHI[EHTPAIUi TECTOCTEPO-
Ha.

CunzpoM Bpyrazia BEI3BIBAIOT FeHEeTHYeCKYe My TalllH,
IIPUBOJAIINE K YMEHBIIEHUIO CUJIBI BXOAAMMNX HATPHUEBO-
ro (Iy,) u kampuuesoro (I.,,) TOKOB WIN yBEIUYEHUIO CH-
JTBI BBIXO/IATIIMX KAJIHEBBIX TOKOB (Lo o Ikor I arp)-
2.5.2.2. Knaccuduxauyus
B Hacrosmee BpemMsA WM3BECTHBI 12 TeHETHYECKHX Ba-
PUAHTOB CHUHJPOMaA, OHU IpejACTaBJeHbl B Tabm. 16.

MoJeKynApHO-TeHETUYeCKHE METO/BI II03BOJIAIOT OOHA-
PYXUTh MyTallu{ NPUOIU3UTEBHO Y TPETH OONBHBIX C
BbIPa>K€HHBIMU KJIMHUYECKUMU M WHCTPYMEHTaJbHBbI-
MU NIPOABJIEHUAMHU CUHApPoMa bpyraza, 4To ykasblBaeT
Ha TeHETHUYECKYI0 TeTepPOreHHOCTh 3a60jeBaHuA U I0-
3BOJISIET IPEAIONOXKUTD, YTO B OyAyIIeM OyZeT OTKPHI-
TO GOJIBIIOE YMCJIO HOBBIX, HE U3BECTHBIX B HACTOALIEE
BpeMa MyTanuii. Hanbosee pacipocTpaHeHB MyTallUN
reHa SCN5A, koTopsle 0OHapyKUBAIOT mouTH y 30% ma-
LIeHTOB.

2.5.2.3. Jluaenocmuka

OCHOBOW UArHOCTHKU CHHJApoMa bpyraza sBisercs
perucrpaiys MaTOrHOMOHUYHBIX JaHHOMY 3aboseBa-
HuIo n3MeHeHuY cermenTa ST Ha OKI mpu oTcyTcTBUU
CTPYKTypHOTO 3aboJieBaHUsA CepAlla U APYTHUX COCTO-
SIHWH, TIPU KOTOPBIX MOTYT OBITH 3aperuCTPUPOBAHBI
mogobubie uaMmeHenuss OKI (ykasauwl ganee). Ha oc-
HOBAaHUU XapaKTepa W3MeHeHUU KOHEeYHOW YacTH JKe-
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Ta6auua 16. MonekynsapHo-reHeTMYeckue T1nbl cMHApoma bpyraga

Tun MyTaHTHbIA reH Koaupyembliii 6enok U3MeHeHne NOHHDLIX TOKOB
BrS1 SCN5A o-cyGbeaMHMLa HaTpueBoro kaHana Nav1.5 CHwrenue I,
BrS2 GPD1L uuepon-3-pocdaraernaporeHasa-nofooHbI depment, | CHumenue |,

B3aWMOZEVICTBYIOLNI C HATPUEBBIMM KaHanaMu

perympyowmin ux GyHKLMIo
BrS3 CACNAlc 0-CyGbeMHMLA KanbLMeBoro KaHana L-tuna Cavl.2 CHuenue |,
BrS4 CACNB2b f-cy6beauHnLa KanbLMEeBOro KaHana L-Tuna CHuenue |,
BrS5 SCN1B f3,-cy6beanHnLa HaTPUEBOrO KaHana CHwmenme I,
BrS6 KCNE3 MiRP2 — B-cybbeanHuua Kanvmesoro KaHana Kv7.1 MoBbiweHne Lo_f
BrS7 SCN3B f,-cy6beanHnLa HaTPUEBOTO KaHana CHrenme I,
BrS8 KCNJ8 a-cybbeanHuLa ATO-3aBUCHMbIX KanneBbiX kaHanos Kir6.1 | MoBblweHue |y .,
BrS9 CACNA2D1 o,/ 8,-CYObEANHMLA KaNbLiMeBOro KaHana L-Tuna CHuenue |,
BrS10 KCND3 o-CyGbeMHNLA Kannesoro KaHana Kv4.3 MosbiweHue I; 1, .
BrS11 MOG1 Benok K1eTo4Horo agpa, perynmpyrownit 6GUOCHHTES 1 CHumenne |,

TPaHCMOPTUPOBKY aL-CYObEANHNL, HATPUEBBIX KAHAN0B
BrS12 SLMAP Benok, CBA3aHHbIA C CapHONIa3MaTMYeCcKoin MemopaHoi | CHusmeHue |,

KapaMOMMUOLMTOB, PEryupylowmnin GyHKLMUIO HAaTPUEBBIX

KaHanoB

Ta6auua 17. 3KI-Tunsl peHomeHa bpyraga

U3meHeHus KT AneBauus no TMny «cBoga»

(Tun 1)

AneBayua no TUNY «CNUHKK cegnan

Tun 2 Tun 3

AneBauus TOUKK J >2 MM

=2 MM =2 MM

BonHa T OTpuuatenbHas

[TonoxutenbHas unu [TonoxutenbHas

AByxdasHas

KoHeyvHas yacTb cermeHTa ST | [loCTENeHHOEe CHUMKEHWE

AneBauua = 1 mm AneBauna < 1 mm

1mMm = 0,1 MB.

JIyIOYKOBOTO KOMILIeKca BplZendAoT Tpu OKI-tuna
denomena Bpyraza (tabs. 17, puc. 34).

Perucrpanuio OKI' ciesyeT NpPOBOAUTH, pacroJa-
ras 2JIEKTPOJbI MPAaBBIX MPEKOPANAJbHBIX OTBeAEHUMN
(V,—V,) BBIlle CTaHJAPTHON MO3UIUH, BIJIOTE IO BTO-
poro wMexpebepbsi. BrisgBIeHWE TAaTOTHOMOHUYHBIX
usMmeHeHnii DKI' B 9TUX MO3UIUAX HMMEET TaKyIO0 Xe
JUArHOCTUYECKYI0 3HAYUMOCTb, KaK U IPU CTaHJApT-
HOM pacIIOJIO}KeHUHU 2JIeKTPOZOB. VI3MeHeHUsI KOHEeUHOM!
YacTU KeJNYZOYKOBOTO KOMILJIEKCa, XapaKTepHble AJisd
cuHZpoMa bpyraza, MOTYT UMeTh MPEXOAAIIUN Xapak-
Tep. [loaTOMy B TeX caydanx, KOrza UMeroIIuecs 3aucu
OKT He HecyT B cebe MPU3HAKOB, B MIOJTHOW Mepe yKJa-
JBIBAIONIUXCA B AMAarHOCTHYeCKUe KPUTepUH, HO eCTh
OCHOBaHMUe Ipe/lonaraTh Haandue cuapoma bpyraza,
1[eJ1Iecoo6pasHo MpoBeJeHHe AUATHOCTUYECKUX MPOBO-
KaIlMOHHBIX JIEKAPCTBEHHBIX MPO6 € UCIOJb30BaHUEM
6JIOKATOPOB HATPUEBBIX KaHAJOB, BBOAMMBIX BHYTPH-

BE€HHO, — aWimasimHa (B go3e 1 Mr/kr; B Poccuu He 3a-
perucTpupoBaH) Wiu npokanHamuza (B fosze 10 MI/Kr),
YTO B YaCTHU CIy4daeB I03BOJIAET BEIABUTH IPU3HAKU 3TO-
ro cuszpoma. ®apMmakosornyeckue MPOBOKAIMOHHbBIE
MPOOBI IOKHBI TIPOBOAUTHCS OMBITHBIM MEAUITMHCKUM
nmepcoHajioM pu MoHuTopupoBanuu JKI' 6osbHOrO U
006s13aTeTbHOM BO3MOXXHOCTU OpraHU3allu peaHuMa-
LIMOHHBIX MEpPOIPUATUU B ciydae UHAYKIUU ONACHBIX
U KU3HU JKeNTYZOYKOBBIX apUTMUU IOJ BIWAHUEM
BBOJMMBIX ITpemnapaToB.

B cooTBeTCTBUU C M3MEHEHHBIMHU AUArHOCTUYECKHU-
MU KPUTEPUAMHU [JIs MOCTAHOBKU WAarHO3a CUHApPOMA
Bpyraza Heob6xoauma peructpanus Ha OKI' cioHTaHHON
WIN UHAYIIUPOBAHHOM JleKapCTBEHHBIMU IIpenapaTaMu
aneBaruu cermeHTa ST 1Mo TUMY «CBoZA» (TUT 1) XOTsI ObI
B O/[HOM M3 IIPaBbIX IPEKOPAUAIbHBIX OTBeAeHul (V,—
V,) Ipu pacrosioKeHUHU 3/1eKTPO/JI0B B TUIIMYHOM MeCTe
WJIN YCTAHOBKE UX BO BTOPOM MeXXpebepbe.
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Tun 1

Tun 2 Twn 3

1 mB

500 mc

PucyHok 34. SKI-unbl cuHapoma bpyraga. Ctpenkamu yKasaHa Touka J. AneBauus 6onee 2 Mm.

MeToabl MOJEKYAAPHO-TEHETUYECKOH JUATHOCTH-
KM TaK)Xe MMeIOT 3HayeHUe /g AUarHOCTUKHU 3aboiie-
BaHMUSA, OJHAKO TFeHETUYECKUE MYTAI[UU y OOJBHBIX C
cUHApOMOM Bpyraja yzgaercss 0OHapyXUTbh JIUIIb TPH-
6sn3uTenpbHO B 30% cilydaeB, HO3TOMY OTpPHUIIATeIbHBIN
pe3yabTaT TeHeTUYeCKOro aHajau3a He TMO03BOJIAET MOJI-
HOCTBIO MCKJIIOYNTH IAaHHBIN AarHO03. B ciiyyae o6Hapy-
JKEHUA Y 6OTBHOTO ¢ CUHApOMOM bpyrazia reHeTUieCcKou
MyTallU{d NIPOBeJeHNEe CKPUHUHTIA, HAlIPaBJIEHHOI'O Ha
BBIIBJIEHUE 3TON MyTalluy, pEKOMEHZI0BaHO BceM OJIu3-
KUM POJCTBEHHHUKAM, Za)ke IIpU OTCYTCTBHUU Y HUX Xa-
PaKTepHBIX i 3TOro 3abosieBaHus usMeHeHuit JDKI.
[IpoBemeHMe MOJIEKYAAPHO-TeHETUYECKUX MCCIel0Ba-
HuM aunaM, uMmeroiuM JKI-u3MeHeHUsa 2-TO U 3-TO TH-
TIOB, IIPU OTCYTCTBUU Y HUX KINHUYECKUX IPOSABIEHUN
cunzpoma bpyraza u oraromenHoro mo BCC cemetinoro
aHaMHe3a B HacTosllee BpeMsA He peKOMeH/J0BaHO.

2.5.2.4. ludppepenyuanvHas duazHocmura
YYUTHIBasi OTHOCUTENBHO MOJIOZOU BO3pPAcT OOJBHBIX,
nuddepeHIIMaTBPHYIO AUATHOCTUKY cUHApoMa Bpyraza
clefyeT IPOBOAUTH C APYTHMH BO3MOXKHBIMHU ITPUYU-
HaM{ CHHKONAJIbHBIX COCTOSHUM, IpeX/e BCEro C 3IIU-
JleTicuell ¥ Ba3oBarajJbHBIMM OOMOPOKaMH, a TaKXe C
JPYTUMU BPOXKAEHHBIMU XKeTYJ0YKOBEIMU HapyIIE€HU-
MU pUTMa CepALa.

Heo6X0AMMO TakKXe OTMETHUTb, YTO CXOJHBIE C CHH-
npomoM Bpyraza usmenenus DKI' MOryT OBITEH BBISABIIE-
HBI IIPY IIeJIOM psiJie ATOJOIUIECKUX COCTOAHUHN. K HUM
OTHOCATCSA:

e aTunuyHasg 6J0KaZa IpaBoi HOXKKY MmyyuKa ['uca;

e TUNEPTPOPUA JIEBOTO XKENTYL0UKa;

dbeHOMeH paHHEN PenoApU3aL Uy XKeJTyI0UKOB;

OCTPBIY KOPOHAPHBIA CUH/POM;

aHeBpU3Ma JIEBOT'0 JKeJIYA0UKa,;

cTeHoKapAus [IpuHIIMeTaNa;

OCTPBIY TIEPUKAP/IUT;

reMonepuKapz;

TPoMO03MOOIHA JIETOYHOM apTepuy;

pacciavBaromas aHeBpu3Ma aopTHI;

e DJIEKTPOJMTHBIE HapylleHUs (TUllepKalveMus, I'U-
IepKaJbleMUs);

e THUIOTEPMUS/TUIEPTEPMHUSI;

e ApUTMOreHHasA [UCIIa3uA—KapAHUOMHONATUA IIpa-
BOTO KeJNyJ0YKa;

e MeXaHMYeCKas KOMIIPDEeCCHs BBIHOCALIETO TpaKTa
[IPaBOro JKeayzo4yka (HampuMep, OIyXOJb OPraHOB
cpeZloCcTeHu);

e TlepeZlo3MPOBKA TPULMKINYECKUX AaHTHAEIIPECCAHTOB;

e KOKaWHOBAafA MHTOKCHKAIUA;

e pasnuyHble 3a001€BaHUA [[EHTPAIbHOU U BETeTaTUB-
HOW HepBHOH cucTeMbl (cybapaxHOWUalbHOE KPO-
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BOU3JIUSIHNE, T€MOPPAaruyecKuil WHCYIbT, aTaKCUsI
®pugpeiixa);
e MbimeyHas guctpodus JomeHHa—bBekkepa.

2.5.2.5. Jleuenue

2.5.2.5.1. O61iue peKoMeHJanu

Bce GonbHBIE € CHHApPOMOM bBpyraza AOMKHBI TIONY-
YUTH MOAPOOHYI0 MHPOPMAIIUIO O CBOeM 3a60JIeBaHUH,
€ro HacJeJCTBEHHOM XapaKTepe U KOMILJIEKC OOIIUX
peKOMeH/al[ii, HalpaBJeHHbIX Ha MHHUMM3AIUIO
pucka BCC. IIoCKONIBKY JMXOpaZlOYHble COCTOAHUA
CTIIOCOGCTBYIOT BO3HMKHOBEHUIO OMACHBIX [JI JKU3HU
HapylLIeHUu# pUTMa CepAla, BceM GOJBHBIM C CHUHZPO-
MoM Bpyraza pekoMeHZ0BaHO He3aMeAJUTeNbHOE IpU-
MeHEeHUe JKapOIOHMKAIOIINX CPEJCTB IIPU MOBBIIIEHUN
TeMIlepaTypbl. KpoMe TOro, TakuM mamueHTaM peKo-
MeH/ZI0BaHO H30eraTb 5K30T€HHOHN TIulepTepMuu (Ha-
TIpUMED, MOCEIeHUs TTaPHbIX).

[TarimeHTaM ¢ cMHApPoMoM Bpyraza cienyeT usberathb
mpHeMa IMOTEHI[UaJIbHO apUTMOTE€HHBIX JIEKAPCTBEHHBIX
[IpenaparosB, IepeyuciIeHHbIX B Tabu1. 15. [IocTosHHO 006-
HOBJIAEMBIM IlepeYeHb ITHUX IIPelaparoB IIPeJCTaBIeH
Tak’Ke Ha ca¥iTe http://brugadadrugs.org.

2.5.2.5.2. UMmmiaHTanusa Kapauoseprepa-
nebudpuwLIATOpa
ViMmia"HTanusa — KapauoBepTepa-iebubpwiiiropa —
eTUHCTBEHHBI METO/], ITO3BOJIAIONIMNA CTAaTUCTUYECKU
JIOCTOBEPHO yMEHBIIUTh pUCK BCC y OOJNBHBIX C CHUH-
apomoM Bpyraza. VMmiaHTanus KapguoBepTepa-aedu-
OpUJLIATOpA TIOKa3aHa MalueHTaM, nepexxuBurum BCC,
60IBHBIM, UMEIOIINM JOKYMEHTHUPOBAaHHBIE YCTOMYNBEIE
napokcusMbl JKT nnm snusozner @)K, a Takxke npu HalIu-
YUKW CUMIITOMOB, Haubosiee BEPOSTHO OOYCIOBIEHHBIX
BO3HUKHOBEHMEM OIIaCHBIX JJIA XKU3HU apUTMUM.
ViMniaHTauusa KapauoBeprepa-gedubpuasaTopa
He nokasaHa mauueHTtam c OKT-deHomeHom Bpyraza,
He UMEIOIUM KJIWMHUYECKUX NPOsBIeHUN 3aboseBa-
HuA. B aToM ciydae asa oneHku prucka BCC 1 BO3MOX-
HOT'O BBIABIEHUS OECCUMITOMHEIX JKETYZOYKOBBIX
HapylLleHUl pUTMa cepAla lieJecoo6pasHo NpoBeZieHNe
KOMILJIEKCA WHCTPYMEHTAJbHBIX HCCIeJOBAHUMN, BKJIIO-
YaIUEr0 BHYTPUCEPJEYHOE 3JIEKTPOPU3NOIOrUIECKoe
uccienoBanue (O3PI). HeBO3MOXKXHOCTh UHAYKILINU Ke-
JIyZJOYKOBBIX apUTMUH B XOZle 9TOr0 UCCAeZloOBaHUA YKa-
3bIBaeT Ha HU3KUU puck BCC.

2.5.2.5.3. MeankaMeHTO3HOeE JieueHHe

JlekapcTBeHHBIe IIpenapaThl, [OJaBJAMOIINe Kajlue-
BBIM TOK I WIM akTMBMpylomue Toku I, u I.,, MOryT
6bITh 9pGEeKTUBHBI ¥ 6OJIBHBIX ¢ cCHHApOMOM Bbpyrazga.
CucteMaTuuecKUH npueM XuHUAWHA (mpemnapar B Poc-
CHUM He 3aperucTpUpoBaH) peKOMEeH/OBaH NalueHTaM
¢ MK/] npu 4acThIX peluAuBaXx >XeJayJAOYKOBBIX apuT-
Muii. [[puMeHeHMe 3TOTO Ipemapara IeaecoobpasHo
U JIS TIOZlaBJIeHUA Ha/)KeNTyZAOYKOBBIX apUTMUH, eCIn
OoHU MMeloTcA. HasHaueHMe XMHUAWHA 11e71eco006pa3Ho

B Te€X CAy4YadX, KOrZla UMEIOTCA IIPOTUBOIIOKA3aHUA K
UMILIaHTallUM KapAuoBepTepa-AeGubpuIIsaTOpa UIn
Korzia 60/ibHbIE KAaTErOPUYECKH OTKa3bIBAIOTCSA OT UM-
IJIAHTaIUKU ycTpoiicTBa. Onucano 3GGeKTUBHOE TTPU-
MeHeHUe u3onpoTepeHosna (mpemapar B Poccuu He
3aperucTpupoBaH) [AJasA KYNUPOBaHUA HeINPepPLIBHO
PelUANBUPYIOIINX >KeTyJOUKOBBIX apUTMUMN, NPUBO-
OAMUX K 9acToMy cpabarsiBanuio VK] («ajaekTpuye-
CKOMY IITOPMY») ¥ 60JIbHBIX C CUHAPOMOM Bpyraza.

2.5.2.6. I[Ipodunaxkmukxa

[IpodunakTUdecKrie MepONPHUATUS, PEKOMEHYeMbIe
6GOJBPHEIM C CHHAPOMOM bpyrazia, BKJIIOYAIOT ITOJHOE
HCKJIIOYEHHWE MpUeMa IIPOTUBOMOKA3aHHBIX UM JIeKap-
CTBEHHBIX TpenaparoB (Tabi. 15), HesaMeAIUTeIbHbIN
MIPUEM KaPOIOHMIKAIONINX JIEKapCTBEHHBIX IPENapaToB
[IPY TIOBBINIEHUY TEMIIEPATyPhl TeJa, a TaK)Ke OTKa3 OT
mocelenusa 6aHu, cayHbl ¥ IPYTUX TaPHbBIX.

[TockosnbKy cuHApOM Bpyraga — HacaeACTBeHHOe
3abosieBaHue, IEPBBIM U €UHCTBEHHBIM IIPOSBIEHUEM
KoTOporo mMoxeT 6biTh BCC, B ciaydae oGHapyXeHUs Y
6GOJIBHOTO C CHHAPOMOM bpyrajja reHeTUdYecKol My-
Tallui HeoOXOAUMO oOcCaeZoBaHUe BCEX ero OJIU3KUX
POJCTBEHHUKOB, a TaK)Ke IPOBeJEeHUE CEJTeKTUBHOTO
MOJIEKY/ISIPHO-T€HETUYECKOTO CKPUHUHTA.

2.5.2.7. luchaxncepHoe Habt00eHue
Bce 60sbHEBIE € CHHAPOMOM Bpyrazia o/ KHB HAXOAUTHCS
07, IIOCTOSTHHBIM HaOJIOZEHUEM KapZuoJjora B CIely-
QJIU3UPOBAHHBIX MEAUIMHCKUX LIEHTPaX, IZle MPOBOJAAT
JleyeHue BpOK/IeHHBIX XKeTyZIOYKOBbIX apUTMUH.
ManuenTsl ¢ MK/l ZOMKHBI TPOXOAUTD PEryasapHBIA
TeJleMeTPUYecKUi KOHTPOJb HMIUIAaHTHPOBAHHOI'O
YCTPOMCTBA C PeKOMEH/0OBaHHONW UM IEePUOJUYHOCTHIO
(HO He pe’xe OZHOTO pasa B rof).

2.5.3. KarexoslaMruHO3aBUCHUMasA MoanuMopdHas
JKeJy09KoBasA TaXuKapaus

2.5.3.1. Bnudemuonozus u amuoaous
KarexonamuHo3aBucumass noaumopduas KT (cat-

echolaminergic polymorphic ventricular tachycar-
dia — CPVT) — HacieicTBeHHOe 3abosieBaHUeE,
NposABJAOIIeecsa TmapoKcu3MaMu moTMMOpHON

unu AByHamnpapieHHoi KT, Bo3HMKaomuUMu Ha ¢o-
He GU3WYECKONM HArpy3KU WU SMOIMOHATHHOTO
crpecca (puc. 35) u HepegKO MPOTEKAIOU[UMU C IIO-
Tepel co3HaHUA. 3ab60/eBaHUE XapaKTePU3YEeTCs 3J10-
Ka4yeCTBEHHBIM T€YeHHEeM U BHICOKUM puckoMm BCC npu
OTCYTCTBUM aZIeKBaTHOTO JieueHUs. [lepBble CUMIITO-
MBI MOTYT IPOSBUTHCSA B Bo3pacTte oT 2 g0 36 et (B
cpenueMm B 8 seT). ¥ 30—33% manueHTOB B CEMEWHOM
aHaMHe3e BcTpevarTca ciaydyau BCC B MiazeH4ecTBe.
Y 60% 60/IbHBIX pa3BUBAETCSA XOTs ObI OUH 0OMOPOK B
Bo3pacte 710 40 zer.

VicTuHHAs paclpoCTpaHEHHOCTh 3ab0JieBaHUs Cpe-
IV HaceJeHWs] HEM3BECTHA, MMOCKOIbKY BHE MPUCTYIIA ¥
6osbHBIX HAa DKI' kakue-mub60 crenupuyeckue n3aMeHe-
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PucyHoK 35. 3n13o4bl N0AMMOPOHOI KaTexonaMUHO3aBUCUMOW Henya04KOBOM TaxMKkapauu n3 16 komnnekcos (A),
10 komnnekcoB (B), 11 komnnekcos (B) ¢ yactoTon 260—307 MUH!, 3aperncTpUpoBaHHbIE NPU XONTEPOBCKOM
MoHuUTOpUpoBaHun IKI BO BpeMs 3MOLMOHANBHOIO CTpecca (HanpsiKeHHbIM pa3roBop no TenedoHy) y 60ibHoro 36 ner.
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HUA OTCYTCTBYIOT. [I0 HEKOTOPBIM JaHHBIM, OHA MOXKET
nocturathb 1:10 000.

KarexonamunozaBucumas moaumopouas XKT aBis-
€TCs HacIeCTBEHHBIM 3a00jieBaHueM, 00yCIOBIEHHBIM
HapyLIeHUs MU BHYTPUKJIETOYHOTO oOMeHa HOHOB Ca’*
BesleZicTBUe MyTanuiireHoB RyR2 u CASQ2.

VY 30—35% 6onbHbBIX MyTaluu reHoB RyR2 u CASQ2 oT-
CYTCTBYIOT, YTO yKa3blBaeT Ha reHeTU4eCKyIo reTeporeH-
HOCTH 3a00JIeBaHUs U TO3BOJISIET OXKU/JATh OOHAPYKEHUE
B JlaJibHEeMIIeM HOBBIX MyTallUH, IPUBOAAIIMX K BO3HUK-
HOBEHUIO 3abosieBaHusA. ONMUCaHbl CIyYau OOHAPYKEHUS
y GOJIBHBIX KaTeXolaMUHOo3aBUCcHMOH nonuMopdHoi KT
myTtanuii reHoB KCNJ2, ANK2, TRDN n CALM]1.

2.5.3.2. Knaccudpuxauyus
OmnucaHbl Ba TeHETUYECKUX THUIIA KAaTeX0JaMUHO3aBU-
cumotii noaumopdHoit KT (Tabs. 18).

[MepBoiii THN 3aboseBaHUs OOHApYy:XUBAaKT y 65%
manuneHToB. 3aboseBaHue HacleAyeTcsa Mo ayTOCOMHO-
JOMUHAHTHOMY THUIY U 00yCJIOBJIEHO MyTallUsAMU reHa
RyR2, xogupyoIero paiHOAWHOBEIN penienTop (ryano-
dine receptor). DTOT peLeNnTOp fABJAAETCA BHYTPHUKJIE-
TOYHBIM KaJbIIMEBBIM KaHAJIOM, DPACIIOJOXKEHHBIM Ha
MeMb6paHe CcapKOILIa3MaTUYeCKOTo peTukynayMa. Ero
nedeKT BeJieT K HapyUIeHUIO KaJblIHEBOTO 'OMEOCTAa3a,
YTO COMPOBOX/JAETCA BOSHUKHOBEHHEM IO3JHUX IIOCT-
JIeNoJIApU3auil, THUIUUPYIOIUX pa3putue JKT.

BTopo#l THUI KaTeX0JaMUHO3aBHCUMOM IOIUMOpPd-
Holt JKT oGHapykuBawT y 3—5% GosbHBIX. 3ab0seBa-
HUe HacJeZ[yeTcs 110 ayTOCOMHO-PEIeCCHBHOMY TUIY U
obycoBieHo myTanuamu reHa CASQ2, KOAUPYIOIIEro
KajbcekBecTpuH (calsequestrin) — GeJIOK, HUI'PAIOIIUI
POJIb OCHOBHOT'O KaJIbIIEBOT'O Pe3epByapa B CapKoILIa3-
MaTHU4YeCKOM PETUKYIYMe KapJUOMHUOLUTOB.

¥ 30—35% 6obHBIX MyTalUuu reHoB RyR2 u CASQ2
OTCYTCTBYIOT, YTO yKa3blBaeT Ha I'eHEeTHUecKylo rere-
pPOTeHHOCTh 3aboJeBaHUs U TO3BOJISET OXUJATh 006-
HapyXeHUs B JaJbHEWIIEM HOBBIX CB3aHHBIX C HUM
MyTanuii. OmucaHbl ciy4au oOHapyKeHUs Y OOJTbHBIX
KaTexoJaMUHO3aBUCUMOM noauMopoHo# KT myTtauuit
reros KCNJ, ANK2, TRDN u CALM].

2.5.3.3. /luaznocmuka

ITIpoba c fo3poBaHHON GU3NYECKOl HArpy3KOH Ha Tpea-
MUJIE WJIM BEJIO3PTOMETPE IT03BOJISET MHAYLHUPOBATh I1a-
POKCU3M TNONUMOPQHON KENTYZOYKOBOM TaXUKapAuu Y

MHOTHX OOJBHBIX. [IpM 3TOM XapaKTepHO IIOsBJIEHUE U
MIOCTENeHHOe, 10 Mepe HapacTaHWA HarpysKH, yBeaude-
HUe JKeIyZOYKOBON SKTOMMYECKONH aKTUBHOCTH BILJIOTH
JI0 UHAYKIMU ycTol4uBoro napokcusma KT wiu cepun
«rpoberxek» JKT. B HEKOTOPBIX CiydassX MPU HEBO3MOXK-
HOCTH IIpOBeZieHNs IIPOOHI C J03MPOBaHHOHN (r3nyecKoi
Harpyskol IIpUMeHAI0T QapMakosorudyeckye IIPOBOKa-
I[UOHHBIE TIPOOEI C aZipEeHATIHOM MM U30IPOTEPEHOIOM.
Jlyist KaTexosaMUHO3aBUCUMOM momumopdHoit KT xapak-
TepHa TakKXXe UHAYKLIUA HaZKeJIyZOYKOBbIX apUTMUM Ha
¢doHe axTHMBALUU aZipeHepruvYecKUX BIUAHUN. BakHyro
pOb B JWArHOCTHKe 3a60JeBaHUA MOXET WUrpaTh AIH-
TesbHOe MOHUTOpHpoBaHue JKI' ¢ TOMOIIIbIO TEPEHOCHBIX
YCTPOWCTB ¥ UMILUIAHTHPYEMBIX [IETJIEBBIX PETUCTPATOPOB.
BuyTpucepzeunoe 3PU mpu KaTexoJaMHHO3aBHUCHUMOMN
nosuMopdHo# KT 06bIYHO HEMHPOPMATUBHO.

BakHyI0 pOJIb B JUArHOCTHKe 3ab0JeBaHUM WUrpa-
I0T MOJIEKY/IIDHO-T€EHETUYECKUE MeTOAbl. AHAJIU3LI
Ha obHapy’keHUe MyTanuil reHoB RyR2 u CASQ2 peko-
MeHZIOBaHBl BceM OOJIBHBIM KaTeX0JaMWHO3aBHCHUMON
nonumMopdHoit JXKT, a Takke B ClIydasx, Korja MMeo-
Imyecs CHUMIITOMBI C OOJBIION BEpOATHOCTHIO MOTYT
OBITH 0OYCJIOBJIEHBI 3TUM 3a60IeBaHUEM, 0COOEHHO MpU
OTATOIIEHHOM ceMelHOM aHaMHe3e. B ciydae o6Hapy-
’KEeHUA y OOJIbHOIO NaTOTHOMOHUYHON TeHeTHUYeCKOMH
MyTallud IpoBeJileHre CKPUHUHTA, HallpaBJE€HHOIO Ha
BBISIBJIEHUE 3TOU MyTallU¥, pEKOMEH/IOBAHO BCeM OJIM3-
KHAM POJCTBEHHUKAM, Aake IPU OTCYTCTBUU Y HUX KJIU-
HUYECKUX NIPOABIeHUH 3a60IeBaHuUs.

2.5.3.4. ludppepernuyuanvras duazHocmuka
YuuTheIBasi OTHOCHUTENBHO MOJIOZ[Oﬁ BO3pacT 6OJ'II)HBIX,
auddepeHIIUaTbHYI0 JUATHOCTUKY KaTeXOJaMUHO-
3aBucuMoO¥ monumopdHou KT cieayeT TpPOBOAUTH C
APYrMMHU BO3MOXHBIMH IIPpHUYXMHAMKU CHUHKOIIAJbHBIX
COCTOHHHﬁ, IIpexe BCEro C SMUJeNcrer U Ba3oBarajb-
HBIMH O6MOPOKaMI/I, a TakK»Xe C IPYIr'MMU BpOXKAECHHBIMU
KEJTYyAJOUYKOBBIMU HaApPYUIEHUAMU pUTMa cepana.

2.5.3.5. Jleuenue

2.5.3.5.1. O6ue pekoMeHJauu

BosbHBIe KaTexoJaMUHO3aBUCUMON nonuMopoHoi JKT
JOJDKHBI OBITH MHGOPMHUPOBAHEL 06 OITACHOCTH U O Ha-
CJIeICTBEHHOM XapaKTepe cBoero 3aboseBaHM:A. BceM
HanueHTaM JaloTcd obIre peKOMeH/Jal[u1 IIPeKPaTUThb

Ta6auua 18. MonekynsapHo-reHeTMYecKas KnaccupuKaLms KatexonammHo3aBUCMMON NOAMMOGHONM Kenya04KOBOM

TaxMKapauu
Tun leH Kopupyemblit 6enok HacnepoBanue PacnpoctpaHeHHOCTb
CPVT1 RyR2 PaiiHOAMHOBbIV AyTocomHo- 65%
peuenTtop JLOMUHAHTHOE
CPVT2 CASQ2 KanbceKkBecTpuH AytocomHo- 3-5%
peLeccuBHOE

CPVT — kaTexosiaMHHO3aBUCHMas1 ToanMopdHast KelyLouKoBas Taxukapaus (catecholaminergic polymorphic ventricular tachycardia).
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3aHATHUA HPOCIJECCI/IOHaI[I)HI)IM CIIOPTOM U usberarhb po-
BOLIMPYIOUINX XEJTYAOYKOBbIE apDUTMHUN (l)I/IBI/I‘{eCKI/IX Ha-
T'PY30K 1 SMOIIMOHAJIBHOTO CTpeEcca.

2.5.3.5.2. MeaukaMeHTO3HOeE JiIeueHue

OCHOBOM JieueHHs JAHHOTO 3a00/eBaHUA ABIAETCA Me-
JUKaMeHTO3Has Tepamus. BceM GOJbHBIM TIOKa3aH TIO-
CTOSIHHBIH ITpUeM B-aApeH06I0KaTOPOB, He 061aJat0IHUX
BHYTpPEHHEN CUMIIaTOMHUMETHYECKOM aKTUBHOCTHIO. JIis
IpesyNnpeXAeHUs PelUANBOB apUTMHUHM OOBIYHO Tpe-
6ytoTcs OOJIbIIKE JO3bI MPENapaToB, MOAOOP KOTOPBIX
JIOJKEH OCYIIECTBIATHCA UHAUBUAYAIbHO. [l OIleHKU
3bdeKTUBHOCTY TPOBOAUMOTO JIEUEHUs 11e71eCO00Pa3HbI
MIOBTOPHBIE MPOBOKAIIMOHHBIE MPOOBI C JA03MPOBAaHHOM
¢dusuveckoii Harpyskoil. Ha adpeKTHUBHOCTD JieueHUs
YKa3bIBaeT HEBO3MOXXHOCTH ITOBTOPHOM WHAYKLIUM IIa-
pokcusamoB KT U Apyrux HIpOSBIEHUH >KeNyJ0YKOBOU
SKTONIMYECKON aKTHBHOCTU BBICOKUX I'paZialiuii (mapHoi
7KD3, xKeny104K0BOI GUTeMUHUHY U «TIpobeskek» XKT).

HepmocTraTouHass MTpPUBEPKEHHOCTh MAIMEHTOB K
Tepanuyl SBJSETCA OCHOBHON HPUYMHOU PpeLUJUBU-
poBanus JKT. Bce 6onbHBIE JOMKHBI OBITH WHPOPMU-
pOBaHbI 06 OITACHOCTH PE3KOr'0 NpeKpalleHus JedyeHNs
B-azpeHOGIOKATOPAMU B CBA3U C BBICOKMM PHCKOM BO3-
HUKHOBEHUS OIMACHBIX JJIs )KU3HW apuUTMUil Ha (oHe
CUH/ZpPOMa OTMEHBI.

ViMeroTcsl orpaHUYeHHBIe ZaHHBIE 06 3ddeKTUBHO-
ctu Bepanamwia u ¢iexkanHuga (B Poccuu He 3aperu-
CTPUPOBaH) B MPOPUIAKTHUKE PENUIUBOB 3TOH HOPMBI
JKT. lanHbIe IpenapaThl MOT'yT OBITH UCIIOJIb30BAHEL CO-
BMECTHO C B-aZpeHO6IIOKaTOpaMH TIPU HEJOCTAaTOYHOM
3bbEeKTUBHOCTH TOCTIEJHUX, OJHAKO UX Ha3HaueHUe
TpebyeT 6OJIBIIONH OCTOPOKHOCTH.

2.5.3.5.3. IMnaHTanusa Kapauoseprepa-
ZebudbpwIIaTOpa

VIMIIaHTaIsa KapAnoBepTepa-aedubpriisaTopa moKasa-
Ha 60JIbHBIM, ¥ KOTOPBIX mapokcn3Mbl YK T mpogomkaroT pe-
LIUANBUPOBATh Ha QOHe JledeHUs P-apeH0bI0KaTopaMH,
a TakXe OOJBHBIM, IEPEXUBIINM OCTAaHOBKY CepZAla
(BCC). Eciiu 60IbHOM MEPEXKU OCTAHOBKY CepZlia 0 Ha-
3HaUeHUs eMy [-aZpeH00I0KaTOpOB, TO, YIUTHIBAA 3JI0-
KayecTBEHHOEe TeueHUe 3ab0JieBaHMs, PEKOMEH/OBaHBI
MMIUTaHTalWs KapauoBepTepa-1eubpuiaTopa U Ha3Ha-
YeHHe MeJNKaMEeHTO3HOTO JieueHUs. Bece GobHBIE KaTe-
xXosamMuHo3aBucuMol mosumopdHoit KT ¢ MK/ A0mKHB
[OJTy4aTh MeJUKaMEHTO3HYIO Tepaluio B IIOJHOM 0O0b-
eme. CieZlyeT OTMETHUTD, YTO OosIe3HeHHbIe pa3psazsl MK/
MIPOBOIIMPYIOT BBIOPOC KaTEXOJTAMUHOB, UYTO MOXKET CIIO-
COOCTBOBaTh HENPEPHIBHOMY peluguBuUpoBaHuio KT,
MIO3TOMY 1leJIeco06pa3Ho MporpaMMUpoOBaHue 6osee Ju-
TEJbHBIX BPEMEHHBIX WHTEPBAJOB MeXAy HaHOCUMBIMU
YCTPOMCTBOM paspsZilaMH.

2.5.3.5.4. JleBOCTOpOHHS IlIeiiHasA cuMIaTu4decKas
JleHepBaIys

[TonydyeHB BecbMa OrpaHUYEHHBIE U IIPeJBapUTEJb-
Hble JaHHble 00 3(PEeKTUBHOCTU JIEBOCTOPOHHEN

melHoOM cuMIaTU4YecKol JeHepBallMU IIpU KaTeXxoJa-
MuHO3aBucuMol mnonmuMmopduout JKT. Ilporexaypa e-
Jecoobpa3Ha TpU HEAOCTATOYHOH 3PPEKTUBHOCTHU
B-azpeHO6IOKATOPOB WM NPY HAJW4YUU ITPOTHBOIIO-
Ka3aHUU K UX IpuMeHeHU0. OTAaleHHBle Pe3yIbTaThl
IIPEMEHEHHU 3TOr0 MeTo/a JedeHus IIpU AaHHOM 3a60-
JIeBaHWUU ITOKA HE U3BECTHBI.

2.5.3.6. Ilpodunaxmuxa

B menax yMeHbUIeHUs pUcka Bo3HHMKHOBeHus JKT ma-
I[MeHTaM pPEKOMEHZYeTCs INPEKPATUTh 3aHATUA IIPO-
¢dbeccroHaMBbHBIM CIIOPTOM U U30eraTh IIPOBOIUPYIOIINX
JKeJTyJ0OYKOBBlE apUTMUM GU3NYECKUX HAaTPy30K U 5MO-
IIJMOHAJIBHOI'O CTpecca.

[TocKoMbKY KaTeXoJaMUHO3aBUCUMas moauMopdHast
KT — HacnexacTBeHHOe 3a001eBaHUE, IEPBBIM U €VH-
CTBEHHBIM MPOSIBJIEHUEM KOTOPOT0 MOXeT O6bITh BCC, B
ciaydae oGHapyXeHHA y OOJIBHOTO KaTeXOJIaMUHO3aBH-
cumoii nosuMopdHoi KT reHeTudyecKoi MyTaruu He-
06x0auMO 06cIe[oBaHNE BCeX OIU3KUX POACTBEHHUKOB
60JIPHOTO, a TaKXKe MIPOBEZIeHUE CEJEKTUBHOTO MOJIEKY-
JIAPHO-T€HETUYECKOT'0 CKPUHUHTA.

2.5.3.7. lucnancepHoe HabatodeHue

Bce 6osbHBIE KaTeX0JIaMHHO3aBUCUMOM MOTMMOpPQHOM
KT moyKHBI HAXOAUTHCA MO, HOCTOSTHHBIM HabTI0eHU-
eM KapZuoJIora B CIIeNNaJIn3UPOBAHHBIX MEAUIIMHCKUX
I[EHTPaX, B KOTOPBIX IIPOBOAAT JieYeHHe BPOXKJEHHBIX
YKeJNYZ0IKOBBIX apUTMUU.

ManyenTs! ¢ MK/ 10MXHBI TPOXOAUTDH PeryaapHBIN
TeJeMeTpU4ecKUl KOHTPOJb UMIUIAHTHPOBAHHOTO
yCTpoiicTBa C peKOMeHZOBAaHHON UM NePUOANYHOCTBIO
(HO He pejxe OZHOTO pa3a B Tof).

2.5.4. CuHpOM YKOpOUYEeHHOro uHrepsaaa QT

2.5.4.1. Snudemuonozus u aMuUON0UA

CunzpoMm ykopoueHHoro wuHTepBanma QT (Short QT
syndrome) — peakoe 3abojieBaHUWe, W €ro pacipo-
CTPAaHEHHOCTb B HacTosllee BpeMs HensBecTHa. CBA3b
ykopodeHHoro mHTepBazna QT ¢ mapokcu3amamu Mepria-
TeJbHOW apUTMUU U GUOPUILIAIIMEH KETYIOIKOB BIlep-
Bble ormcan Y. I'yccak (I. Gussak) B 2000 1.

OCHOBHBIMU KJIWHWUYECKUMH TNPOSBIEHUAMU 3a60-
JIEBaHUS SIBIAIOTCA CHHKOIAJbHBIE COCTOSHUS, O00Y-
cnoBieHHble Tapokcuamamu JKT, 4TO cOmpoBOXKAAeTCs
MOBBIMIEeHHBIM pruckoM BCC, ciydyau KOTOpPO OMMCAHBI
y GOJIBHBIX BCEX BO3PACTHBIX I'PYMIl. JJOCTATOYHO YaCTO
3abosieBaHUeE TMPOSABIAETCS TaKKe MapoKCU3MaMHu Mep-
LlaTeJIbHOU apUTMUU.

3abosieBaHWe HacjieAyeTcsl 10 ayTOCOMHO-JOMHU-
HaHTHOMY THUIy. PacmpocTpaHeHHOCTh 3ab0/ieBaHUA B
MIONyJ/IALINY HEN3BECTHA.

YkopoueHue wuHTepBana QT BBI3BIBAIOT MYyTa-
I[UM TE€HOB, KOJUPYIOIIMX KajueBble KaHaJbl, KOTO-
pble NPUBOAAT K YCUJIEHHIO TOKOB K, ykKopodeHHIO
dasbl penossgpUsaliy MOTEHIMaMa JeHCTBUA U YMEHb-
IIEHUI0 TPOJOIKUTENBHOCTH pedpaKTEPHBIX IEPUO-
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Ta6auua 19. MonekynsapHo-reHeTMYecKas KnaccupuKkaLums CMHAPOMA YKOPOUYEHHOro uHTepeana QT

Tun leH Kopmnpyemblii 6enok U3meHeHne UOHHOrO TOKa
Short QTS1 KCNH2 o-Cy6beAMHULA KanneBoro kaxana Kvi1.1 Yeunenue |,
Short QTS2 KCNQ1 o-Cy6beanHNLA Kannesoro KaHana Kv7.1 Yeunenue |
Short QTS3 KCNJ2 0-Cy6beaMHNLA Kannesoro KaHana Kir2.1 Yeunenue |,

JIOB BO30YyZIUMBIX TKaHEW CEP/Ia, YTO COMPOBOXKJAETCS
YMEHbIIEHUEM /IJINHBI BOJHBI BO3OYX/JEHUSA, IIpeapac-
[10JIaTaIOIIMM K BOSHUKHOBEHUIO apUTMUM 110 MeXaHU3-
MYy reentry.

2.5.4.2. Knaccuduxauusn

OmnucaHbl TPU MOJIEKYJIAPHO-TeHETUYECKUX THUIA JaH-
Horo cuHApoMa (Tabi. 19), ogHako MyTaluy 06HapPYKHU-
BarT LB y 20% 60IBHBIX C CHHAPOMOM YKOPOUYEHHOT'O
nHTepBana QT.

2.5.4.3. Zluaznocmuxa
XapakTepubiMu usMeHeHuAMU JKI' npu ZaHHOM CHH-
JpoMe ABIAITCA yMEHBIIEHUe IIPOAOJIKUTEIBHOCTU
nHTepBasoB QT/QTc M BBICOKMI CHMMETPUYHBIN 3y-
6e11 T B TpaBBIX TPEKOPANATBHEIX OTBeeHUAX (puc. 36).
OnuCHIBAIOT TaK)Xe MPOSABIEHUS O0OPAaTHOM YaCTOTHOM
3aBHUCHUMOCTHU BeJIWYMHEI UHTepBana QT — ykopodyeHue
9TOro MOKa3aTeJd IIPU CHUXXKEHUU 4aCTOTHI CePAEYHOr0
puTMa.

B HacToAIIee BpeMA AMAarHOCTUYECKU 3HAYUMOMN CUU-
TaeTcsA NpoAoKuTeabHOCTh QTc < 330 mc.

Jlmarsos cuHApoMa ykopodeHHoro nutepsasaa QT mpa-
BOMOYEH TaKyKe IpH npogonkuTeabHocTy QTe < 360 Mmc
B CJIy4asx, KOrZja BeIAIBJIEHA MeHeTu4YecKasa MyTauusd, u/

WU ceMeWHBIN aHaMHe3 oTAroineH ciaydaamu BCC, u/
WJIN CUHJPOM yKOpodeHHoro nurepsaia QT ycTaHOB/IEH
Y POACTBEHHUKOB 6OJIHLHOTO, @ TAK)KE Y JIUII, KOTOPHIE Tie-
pexxuu BCC npu OTCYTCTBUM Y HUX OPraHUYECKOTO TI0-
pakeHUA cepala.

[TpoBeseHne DDV 6ecCUMITOMHBIM OOJbHBIM NMEET
3HavyeHue B cTpatudukanuu pucka BCC. MccienoBanue
[I03BOJIAET IOATBEPAUTH YKOpoudeHHe 3PPeKTUBHBIX
pedpaKTepHbIX IepUOIOB MUOKAapZa Mpe/CcepAuil 1 xKe-
JIYI0OYKOB, KOTOPhle 0OBIYHO cocTaBassioT 120—180 wmc.
Nuayknua ©X u I npu nposegenun OPU peructpu-
pyetcs nipu aToM 3aboneBaHuu B 90% ciay4aes.

B Hacrosulee BpeMA pyTUHHOE IIPOBEJileHUe MOJIEKY-
JIAPHO-TEHETUYECKUX MCCIeJJOBAaHUH /1A AUarHOCTUKU
3abosieBaHUsA He peKOMeHAoBaHo. llesrecoo6pasHo mpo-
Be/IeHHUE CEJIeKTHUBHBIX MOJIEKYIAPHO-T€HETUYECKUX
HCC/IeZIOBAHUH GIM3KUX POACTBEHHUKOB GOJBHOIO MPHU
0oOHapyXeHUU y Hero MaTOrHOMOHUYHOM JaHHOMY 3a-
60JIeBaHUIO MY TAI[HH.

2.5.4.4. ludppepernuyuanvrasn duazHocmuka

YuuTheIBasi OTHOCHUTENBHO MOJIOZ[Oﬁ BO3pacT 6OJ'II)HBIX,
auddepeHIIMaTbHYIO AUATHOCTUKY CHUHApPOMa yKOPO-
yeHHoro uHTtepBazna QT ciexyeT IpoBOAUTH C APYTUMU
BO3MOXXHBIMU IPUYHNHAMH CHUHKOIIAJIbHBIX COCTOHHHﬁ,

[
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B

M\~

PucyHok 36. SKI' nauneHTa ¢ CMHAPOMOM YKOPOYEHHOro MHTepBana QT. BbiCOKOAMNANTYAHbIE CUMMETPUYHbIE 3Y6Lbl T B

oteeaeHuax V,—V,. QT = 220 wmc.
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IIpexae BCEro ¢ SIUJeNCUell U Ba3oBarajabHbIMU 0O6MO-
POKaMH, a TaKXe C APYTMMH BPOXIECHHBIMU XEJIYyA0Y-
KOBBIMU HAPYUIEHUAMM pUTMa CepAalia.

2.5.4.5. Jleuenue

B wmenax mnpodunaktuku BCC peKoMeHZOBaHA WM-
IJIAaHTaKUsA KapAuoBepTepa-AedubpUIIATOPA BCEM
6GOJBHBIM, TIEPEKUBUIMM OCTAHOBKY CepAlia, a TaKXke
nangueHTaM ¢ JOKYMEHTHPOBAHHBIMM ITapOKCH3MaMU
JKT. VimmnaHTanus KapAuoBepTepa-AebubpuiisTopa
MOJKET OBITH lieJiecoobpa3Ha NMpU CeEMEMHOM aHaMHe3e,
oTaromeHHoM ciaydasmu BCC. [Ipu BeIbOpe ycTpoiicTBa
IpeATiouTeHUe cje/lyeT OTAaBaTh allapaTaM C JONoJ-
HUTEJbHBIMU aJTOPUTMaMU AUCKPUMHUHALINU BO u3be-
’)KaHMe TaK Ha3blBa€MbIX HEMOTHBUPOBAHHBIX Pa3psAA0B
VIK/l BciencTBUE OMIKMOOYHOTO BOCIPUATUS UMU BEICO-
KOAMILTUTYZHOM BOMHBI T Kak BOJMHEL R.

B ciyvae yacTeix penuzsnBoB KT u ®XK y 60gbHBIX €
WK/ BO3MOXXHO UCIIOJIb30BAHUE IIPENaparos, YAJUHAO-
mux uHtepBasa QT, — xuHuzMHA (B Poccuu He 3aperu-
CTPUPOBAH) U COTAJOJA.

2.5.4.6. IIpopunaxmuxa
Komiuteke npoduiakKTUIeCKUX MEePOIIPUATHN NIPH JJaH-
HOM 3abo0JieBaHUY He pa3paboTaH.

[TOCKONBKY ~ CHHAPOM  yYKOPOYEHHOTO HHTEpBa-
na QT — HaciencTBeHHOe 3abO/e€BaHUE, MEPBBIM U
€VHCTBEHHBIM MPOSIBJIEHHMEM KOTOPOTO MOXET OBITh
BCC, B ciyuae o6HapykeHUs Y 60JBHOTO C CHHPOMOM
yKopoueHHOro uHTepBana QT reHeTndeckoil Myranuu
Heob6XoZUMO o6ciIeZloBaHUE BCeX ero OJU3KUX POJ-
CTBEHHUKOB, a TaK’Ke IIPOBeJleHUe CeJIEKTUBHOTO MOJIe-
KYJIAPHO-T€HETUIECKOTO CKPUHUHTA.

2.5.4.7. lucnaxcepHoe HabGto0eHue

Bce OGonbHBIE C CHHIPOMOM YKODOYEHHOI'O HHTep-
Bana QT [oO/KHBI HaXOAUTLCA IOJ IOCTOAHHBIM Ha-
6itofeHUeM KapAuosora B CIIelHaJU3UPOBAHHBIX
MeAMLNHCKUX L[eHTpaxX, IZie IPOBOAAT JiedeHle BPOX-
JIEHHBIX JKeJTyZI0YKOBBIX aDUTMUH.

ManuenTs! ¢ K/ f0MXKHBI TPOXOAUTDH PeTyIAPHBIN
TeJeMeTpUYecKUuil KOHTPOJb HMIUIAaHTHPOBAHHOI'O
YCTPOMCTBA C PeKOMEH/0OBaHHOW UM MepPUOJUYHOCTBIO
(HO He pexe OZHOTO pasa B rof).

2.5.5. ApurMoresHas JucCIuvIazusa—
KapAuOMHUOIIaTHA IIPaBOro KeJIyA0o4dKa

2.5.5.1. Dnudemuosio2us u dmuoao2us

ApuTMoreHHasa JAUCIIa3UA—KapAUOMHUOINIATUA IIPaBO-
ro xxenxygouka (AIIK) — reHeTudyecku JeTEPMUHUPO-
BaHHOe 3ab0JiIeBaHUE CEPATIA, AJIsT KOTOPOTO XapaKTEPHO
3aMellleHUe MUOKapZa NIPeuMyIeCTBEHHO IIpaBoro xe-
Jlyl0YKa XKUPOBOH U COeIUHUTENbHON TKaHbi. Hambo-
Jlee TUIIMYHA JIOKAJIU3aLyA 1aTOJOrMYECKOro Ipolecca
B TaK Ha3blBaeMOM TPeyTOJIbHUKE ANCIIa31H, BKJIOYa-
0ITleM CyOTPUKYCITUAATbHbIE OT/EBI TPABOTO JKeNyJ04-
Ka, ero BepXYyIIKYy W BBIHOCAIIHNU TpakT. KimHudecku

3abosieBaHMeE MPOABJIAETCA HAPYIIEHUAMU PUTMa CePA-
na — KO u XT, conpoBoXAamOIUMUCA BBICOKUM pU-
ckoMm BCC y s momogoro Bospacta (AAIDK aBasercs
ozxHOM 3 Bepymux npudrH BCC B Bo3pacrte 10 30 neT).

PacmpocTpaHeHHOCTh 3a60JIeBaHU B 00IIIEH MOMyJis-
nuu cocrasuageT okoso 1:2500—1:5000, nmpu aToMm cie-
JIyeT OTMETUTHh HEOZHOPOJHOCTDb €ro reorpadpuyeckoro
pacmpezeneHus U 60jiee BHICOKYIO YaCTOTY BISIBJIEHUS
B HEKOTOPBIX peruoHax. 3aboseBaHUEe HECKOIBKO Yallle
BCTpeyaeTcs y My)K4MH, YeM y KeHIIUH (COOTHOIIeHue
2,7:1).

HacnencrBenHas npupoga 3aboseBaHUA OJTBEPIK-
JaeTtcsa npubnusnutenbHo B 30% ciaydyaeB. XapaKTepeH
ayTOCOMHO-ZIOMHUHAHTHBIA THUII HACJEJOBAaHUMA, C pas-
JINYHON TEeHETPAaHTHOCTBIO I'€HeTUYEeCKUX NPU3HAKOB.
Haubosnee vacTo 60jie3Hb OOyC/IOBJIEHA MYyTalUAMU
reHOB, KOZVPYIOUIUX JeCMOCOMasbHBIE OelKy — IIa-
kornmobuHn (rer JUP), gecmomiakud (reH DSP), mia-
kowinH-2 (reH PKP2), necmorynenH-2 (reH DSG2) u
JecMOKoJUIUH-2 (reH DSC2). HapyuieHUA ZiecMocoOMaslb-
HBIX KOHTAaKTOB CHHMXAIOT YCTOMYMBOCTb KapAHOMUO-
IIUTOB K MeXaHW4YeCKUM BO3JeHCTBUAM (COKpalleHue
Y pacTsIKeHMe), MOBBIIAsA PUCK rubenu kieTok. Myra-
nua resa TMEM43, Koaupyomero TpaHCMeMOpaHHBIH
6esok 43 (Transmembrane protein 43), KOTOpHIH yua-
CTBYeT B peryJsaluy TPAaHCKPUIIIIUU JPYTUX I'€HOB U Op-
raHU3aIU¥ IPOCTPAHCTBEHHOU CTPYKTYPHI KJIETOYHOT'O
AApa, 06JaZiaeT O4YeHb BBICOKOH ITEHETPAHTHOCTBIO, IIPO-
SIBJISIETCS OBICTPO MPOTPECCUPYIOIIEH CepAeYHON He-
ZIOCTaTOYHOCTBIO U COIIPOBOX/AETCA O4YeHb BBICOKUM
puckom BCC.

OmnucaHbl ayTOCOMHO-PelleCCMBHBIE TUIIBI Hacje-
poBaHua A/IIDK, gnaa KOTOpPBIX XapaKTepHO coue-
TaHWEe KapAUOMMOIATHU C IIOJOLUIBEHHO-JIaZlOHHOU
KepaToZiepMueil 1 U3MeHeHUAMHU BOJIOC, KOTOphIe TaK-
’Ke 00yCJIOBJIIEHEl MYTal[UsAMU I'eHOB IeCMOCOMAaIbHbIX
6enkoB. K HUM oTHocAT 6ose3Hb Hakcoc U cHUHAPOM
KapBag:xana (Ipy KOTOPOM B IATOJIOTUYECKUN IIPO-
I[ecC BOBJIEUEH JIEBBIN JKeNyZ0YeK).

2.5.5.2. Knunuueckue nposigieHus u

Kaaccuguxkauyus

Knuauueckue upossienus AJIIIK moryT OvITH 06-

YCJIOBJIEHBl KaK HapyIIeHUAMH DUTMa CepAla, TaKk U

IIporpeccupylomlei cepZiedHoN HeJl0CTaTOYHOCThIO. BhI-

JeJA0T CIeAyIoIre BApUAHThl KIMHUYECKOr0 TeYeHUsI

ATDXK:

e CKpBITBIM, mnpu koTopoM BCC wMoxer
€/IJMHCTBEHHBIM IIPOABJIeHUEM 3a00IeBaHUS;

e apUTMMYECKUH, A1A KOTOPOro XapakKTepHhl KO u
KT, ucxopsiiye U3 MpaBoro Xeaysodka, ¢ MopdoJo-
ruei KomIuiekcoB QRS no Tumy 6J10Kazbl IEBOM HOX-
KU nnyuka ['uca;

e IPOABJAIOIIUICA CepAEYHON HeJO0CTATOYHOCTHIO,
IIpeuMyIleCTBEHHO IIPaBOXeNTyZ0YKOBOU, ¢ HaTU4U-
€M WM OTCyTCTBHEM HapylLleHuI pUTMa cepALa.
AJITDK — mporpeccupytoliee 3a60eBaHye, B KTUHUYE-

CKOM T€4EHUU KOTOPOT'O BBIZIEJIAIOT CJAeAYIOUIe CTaUH.

OBITh
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CTpenKkamu yKasaHbl 3NCUI0H-BOJHBI.

e HauasbHas cyOKINHNYECKast CTaZNsI, BO BpEMs KOTO-
poii IposiBeHUsI 3a00JIEBAHUS OTCYTCTBYIOT.

e Crazusa «dJIeKTPUYECKUX» IPOSABIEHUHN, BO BpeMsd
KOTOPO¥ UMeIOIHecs y MallieHTOB CTPYKTYPHBIE 110-
pa’keHu ellle He IPUBOJAT K CHIKEHUIO CUCTOINYe-
cKol GyHKINK MHOKap/a, HO MOTYT CII0COGCTBOBATh
BO3HMKHOBEHUIO HapylleHn puTMa cepzia u BCC.

e Crazus IPaBOXKeNYAOYKOBON HEAOCTATOUYHOCTH, KO-
Topas pa3BUBAETCH 110 Mepe IPOrpecCHpOBaHUA 3a-
6os1eBaHUA, IPU OOJbIIEM 06beMe 30HBI TOPAKEHUA
MUOKap/ia IIPaBOro JKelTyA04Ka.

e TepMuHasbHasA CTAAN, IPOSBIAIOMIAsACT GUBEHTPH-
KyJSIDHOW HeJOCTaTOYHOCTBIO, CUMIITOMBI KOTOPOH
MOTyT GBITh IIOJHOCTBIO @HAJOTUYHbBI TAKOBBIM IIPU
JWIaTallMOHHON KapMOMHOIIATUH.

2.5.5.3. /luaznocmuxka

Jluarnoctuka A/[IDK dacrto mpeacTtaBaseT 60Jb-
IIyI0 TPYAHOCTb B CBA3UM C BO3MOXXHBIM OTCYTCTBHU-
€M CHMIITOMOB, OCOOEHHO Ha HA4yaJbHOM OTalle
pasBUTHA OO0JNE3HH, U HeCcHelnUuOUYIHOCTBIO KJIUHU-
YeCKUX TposBaeHUl 3aboseBaHuda. AJIDK gua-
THOCTUPYIOT Ha OCHOBAaHUU KOMILJIEKCHON OIleHKU
KJIUHUYECKOM KapTHUHBI U pe3yJIbTaTOB HHCTPYMEH-
TaqbHBIX U MOJIEKYJIAPHO-TEHETUUECKUX MCCIeZO-
BaHUHM. CoBpeMeHHBle /JUarHOCTUYeCKHe KpUTepUuu
AJITTX BKJIIOYAIOT KOMILJIEKCHYIO OLIeHKY KIMHUYeCKOH
KapTUHBI 3a60JieBaHUA U Pe3yJabTaTOB 06C/IeoBaHUs
MeToZaMH J1abopaTOpHOM M WHCTPYMEHTalIbHON [gua-
rHocTuku (IKI, cyrounoro monutopupoanua JKI' mo
XosTepy, MOJEKYIAPHO-TeHEeTUYeCKUX HCCIe/IOBaHUH,

axoKapauorpapuu, MarHUTHO-PE30HAHCHOW TOMOTIpa-
¢$uM, pEeHTreHOKOHTPACTHOW BEHTPUKYJIOrpaduu mpa-
BOTO JKeNyJoYKa U SHJAOMMOKAapAMalIbHON OHoICHN).
OHu IpezcTaBieHsl B TabI. 20.

Jlns mocraHoBKM AuarHosa AJITIK HeoOGXoauMMo Ha-
Jr4yye ABYX GOJBIINX KPUTEPUEB, UIU OJHOTO GOJIBIIO-
I'0 ¥ /IByX MaJjblX, UJIU YeThIpeX MaJbIX.

B cBs3U C BBICOKOU reHETUYECKOU reTeporeHHOCThIO
3a00/eBaHUA U PA3IUYHON II€HETPAHTHOCTHIO I'€HOB
3HaYeHUEe MOJIEKYIAPHO-TeHETUYECKUX METO/OB HCCIe-
JIOBaHUA B [JUaTrHOCTHKe 3a060JieBaHUSA OTHOCUTEIHHO
HEBEJINKO, MOCKOJBKY JIUIIb Yy HeOONBLUIOrO YuciIa ma-
IIUeHTOB yZaeTcs BBIABUTh W3BECTHBIE Ha CETOAHALI-
HUH leHb MyTaluu. B ciydae o6HapykeHUs y 60JBHOTO
AJITTIXK reHeTudyeckoil MyTalluu IpoBeJieHUEe CeeKTUB-
HOTO T'eHETWYEeCKOT'O CKPUHWHIA, HAIpPaBJEHHOI'O0 Ha
BBIABJIEHHWE 3TOH MyTalu{, PEKOMEHZOBAaHO BCEM €ro
6JIM3KUM POJCTBEHHUKAM.

2.5.5.4. ludppepernuyuanvrasn duazHocmuka
B ciyuae mpeobsasaHus KJIWHUYECKUX MPOSBIEHUN
CepAeYHON HeZIOCTaTOYHOCTH AN depeHITNaNbHYIO 1Ha-
rHoctuky AJIITK ciesyeT NpoOBOAUTSE C APYTUMU BPOX-
JEHHBIMU CTPYKTYPHBIMU 3a60JieBaHUSIMU cepAlla |
MEPBUYHBIMY 3a60IeBaHUAMU MUOKap/a (BpOKAeHHbIE
TIOPOKU cepAlia, KapAWOMUOIIATUM). B ciaydae BO3HUK-
HOBEHUs KJIMHUYECKUX IIPOSBJIEHUU B OoJee 3pesoMm
BO3pacTe BO3MOXKHA HEOOXOAMMOCTb UCKJIIOYEHUS Ha-
ruosa MBC.

ApuTMuYecKudl BapUaHT KIUHUYECKOTO TeYeHUST
3abosieBaHus, MPOSBASIONUNCA PENUAUBUAPYIOUIAMUA
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Ta6nuua 20. [InarHoCTMYECKUE KPUTEPUM aPUTMOTEHHON AUCNIa3MU—KapaMOMUONaTUK NPaBoro Xenyao4Ka

Ipynna npusHaKoB bonblmre Kputepun Manbie Kputepun
CeMmeliHbl1 aHamHe3 e Hanuuve AAMK y 6113KMX poacTBeHHMKOB |  Hannumne AAMK y 61M3KMX POACTBEHHUKOB
(I "HKUKM) NpY NOATBEPKAEHWM AMarHO3a B (I "MHWMKM) NPY HEBO3MOMXHOCTM NOATBEPKAEHMA
COOTBETCTBUM C HbIHEWWHUMMW KPUTEPUAMMK 3TOr0 AMarHo3a B COOTBETCTBUM C HbIHELWHUMK
* Hannuune AZIMK y 61nM3KUX POACTBEHHUKOB ANArHOCTUHECKAMU KPUTEPNAMM
(I "HUKM) NpY NOATBEPKAEHWUM MArHo3a e BCC 6113Koro poAcTBeHHUKa (I NHWUK) B
Nno AaHHbIM NAaTOMOPGONOTMYECKOTO Bo3pacrte o 35 €T, KoTopas Morna 6biTb
uccnefoBanus (post mortem Ha aytoncun o6ycnosneHa ALMK
N 6V|0MaTepV|aﬂa, NnoJy4eHHOro npu . I'IOATBep)K,D,eHHblﬁ B COOTBETCTBUU C
NPOBE/AEHNM KAaKOr0-1M60 XMPYPTU4ECKOrO HbIHELWHUMW KPUTEPUAMM WK Ha OCHOBAHUM
BMeLlaTe/bCTBa) NaToA0roaHaTOMMYECKOro UCCnea0BaHNs

anarHo3 ALMK y poactBeHHKUKOB Il AvHKMK

PesynbTathl BbifiBNeHUe y NaLMeHTa reHeTMYEeCKOM OtcyTcTBYIOT

reHETUYECKMX MyTauuK, CBSA3b KOTOPOW ¢ pa3sutnem ALIMK

nceaeaoBaHum JlI0Ka3aHa

BbisiBNeHHble Heycroiynsas wimn yctonumsas XT ¢ ¢ Heycroiuunsas win yctonumsas XT, ucxogswas

HapylweHus putMa mopdonoruei Komnaekcos QRS no Tuny 13 BblHOCALLEro Tpakta [T, ¢ mopdonorunei

cepaua BJIHMI 1 HanpaBneHneM 3NEKTPUYECKON OCH BJIHMNI 1 HanpaBneH1eM aNEKTPUYECKON 0CU
BBEPX (HEeNyA04YKOBbLIM KOMNEKe TMna QS B BHM3 (eNyA04KOBbLIN KOMNAeKe Tuna QS B
otBeaenusx I, lll, aVF n ¢ npeobnagannem oTBeaeHun aVl 1 ¢ npeobnagaHuem 3ybua R
3ybua R B oTBefieHnH aVl) B otBeaeHusx I, Ill, aVF) nnn ee Hen3BeCTHbIM

HanpasfeHuem

e bonee 500 X3 B cyTkM N0 AaHHBIM
XONTEPOBCKOr0 MOHUTOPHUPOBAHMS

9Kl -npusHaku ANCKUNOH-BOHA (BOCNPOMU3BOAUMBIN * [lo3aH1e NoTEHLMabI KeNYA04KOB, ONpeaeNeHHblIe
HapylweHws HM3KOAMMNUTYAHbIA CUTHAN MEKAY KaK MUHMMYM No 1 M3 3 napameTpoB Ha CurHan-
Jenonapusasuu OKOH4aHvem QRS u Havanom T) B ycpeaHeHHor 3KI, npu AnUTenbHOCTU

¥ NPOBOANUMOCTH NPeKopAnabHbIX 0TBEAEHHSIX, Yalle V,—V, QRS = 110 mc Ha craHgapTHon IKI

cepaua, (puc. 37) o OunbTpupoBaHHas gautensHoctb QRS (FQRS)
perucTpupyemble Ha > 114 mc

CMHYCOBOM pUTME
e [INUTENbHOCTb HU3KOAMMIUTYAHOIO CUrHana

(< 40 mKB) KoHeyHol YacTh QRS = 38 mc

¢ CpeaHee KBapaTMYHOE BOJIbTaa KOHEYHbIX
40 mc QRS <20 mKB

e [INUTENbHOCTb KOHEYHOW aKTMBALMU
KENYA0YKOB, USMEPEHHOM OT HU3LLE TOYKH
3ybua S [0 okoH4YaHua QRS, Bratoyas R’ B
otBefieHnax V,—V, = 55 Mc npu oTcyTCTBIUM
nosnHow BIMHMM
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Ta6nuua 20 (OKoHYaHKe). IarHoCTUYECKME KPUTEPUN aPUTMOTEHHOM ANCINa3MM—KapAMOMUMONAaTAM NPaBOro KenyA04uKa

Ipynna npusHaKoB bonblmre Kputepun Manbie Kputepun
IAKI-npusHakm OTpuuatenbHble 3y6Lbl T B NpaBbiX FPYAHbIX * OtpuuatenbHble 3y6ubl T B 0TBEAEHMAX V,—V, y
HapywweHus otBegeHusx (V,—V,;) ¢ BO3MOMKHbIM nauueHToB cTaplue 14 net, He UMetoWMX NOJHON
penonspu3aLmu, pacnpocTpaHeHWeM Ha Apyrue rpyaHble BIMHNI, unu B oTBeaeHnsAx V,, V. naun V,
perucTpupyeMble Ha | 0TBeeHMs y nauueHToB cTapue 14 net * MnBepcys 3y6uos T & oteeaeHmax V,—V, y
CUHYCOBOM pUTME npu oTCyTCTBUM NonHOM BIHMT (puc. 37) ¢ NaLMeHTOB cTaplue 14 net, UMeroLLMX NONHYI0
yBeNndeHnem anutenbHoctn QRS = 120 mc BMHMT
HapyleHns obwen Axokapauorpadus
W NOKaJIbHON HapyleHns NOKanbHO COKPaTUMOCTH HapyleHnst OKanLHOI COKPaTUMOCTU MUOKap.a
COKpaTUMOCTH M1oKapaa MK (akuMHe3us, AUCKUHE3Ns) MK (aKMHE3NS, AMCKUHE3NS) M OANH U3 CEAYIoLMX
mmoKapaa M unu aHespum3ama MK 1 oauH 13 cnepytowwmx NPU3HAKOB (M3MEPEHNE B KOHEYHYIO AUACTONY):
no AaHHbIM NPU3HAKOB (M3MEPEHHE B KOHEUHYIO « pa3mep BbIHOCAUIEro TpakTa MK no
BU3YaNM3NPYHOLLMX nacrony): N .
METOIMK A ¥)- napacTepHanbHON JIMHHOM 0ck 29—31 MM
* pasmep BbiHOCALLEro TpakTa MK no (Npv HOpManu3aumm no nioLaau NoBEPXHOCTH
napactepHanbHON ATMHHOV OCH Tena 16—18 mm/m?)
232 MM (NP HOPMANK3aLNH MO MNOWAAM |« pa3mep BhiHoCAwEro TpakTa MK no KopoTKoiA
noBepxHOCTM Tena = 19 Mm/m?) oc1 32—35 MM (Npu HOPManK3aLM1 No
* pasmep BbiHOCALLero TpakTa MK no niolaan nosepxHoctu Tena 18—20 mm/m?)
KOPOTKOV 0CKM 236 MM (MU HOPMAIM3AUMN |« nanumeTpUyecKas dpaKuMs BbIGpoca MK
M0 N/I0Waau NOBEPXHOCTH Tea = 21 MM/ m?) 34—40%
* nAaHUMeTpuyecKas dppakrums Boiopoca MK
<33%
MarHuTHo-pe3oHaHCcHas Tomorpadpus
HapyweHwns noKanbHOM COKPAaTUMOCTH HapyLeHns n0KanbHOM COKPAaTMMOCTM MUOKapaa
MWOKapaa (aK1He3usl, AUCKUHE3Ns) nnu (aKMHEe3Ws, AMCKUHE3NS) MW aCUHXPOHHOE
ACMHXPOHHOE cOoKpaleHune MK v oanH 13 cokpalleHune MK v oauH M3 cneayroLLmx NPU3HAKOB:
CNIEAYIOLLNX MPUSHAKOB: * COOTHOLIEHME KOHEYHOrO AUACTONNYECKOrO
* COOTHOLEHWE KOHEYHOTO ANACTONMYECKOTO pa3mepa MK K niowazan noBepxHoCTH Tena
pa3mepa MK K naowaan noBepxHOCTH Tena 100—109 mn/m? (My4uHbl) uam 90—99 mn/m?
> 110 mn/m?2 (MyKumHbl) mam = 100 mn/m? (KEHLLMHDI)
(HEHUIMHbI) * Opakuus BbiGpoca MK 41-45%

e Opakuud Boibpoca MK < 40%

PeHTreHOKOHTpacTHas BeHTpMKyIIOTpadJMﬂ

HapywweHuns noKanbHOM COKPaTUMOCTH —
mMuoKapaa MK (aknHesus, AMCKUHE3NS) unn
aHespu3ma MK

JlaHHble 3HAOMMO- OcTatouHble (residual) KapaAMOMUOLMTHI OctatouHble (residual) KapaAMOMUOLMUTBI
KapAnanbHoM cocTtaBnsAT < 60% 0T 061ero KonnyecTea coctaBnsAT 60—75% ot 061iero KoaM4ecTBa
6uoncuu KJIETOK NpyU MOPGHOMETPUYECKOM aHanunse KNETOK Npyu MOPGHOMETPUYECKOM aHanuse
(< 50% npu nogcyete) ¢ GUOPO3HLIM (50—65% npu noacyete) ¢ GU6PO3HbLIM
3aMelLeHVEM MUOKapAa, NPy HaMynK Unu 3aMelLeHneM MUOKapAa, Npu Hanyumu unu

OTCYTCTBMM XMPOBOr0 3aMeLLeHNUs MUOKapaa OTCYTCTBUM XMPOBOI0 3aMeLLEHUA MUOKapaa XoTs
X0Td 6bl B 1 6uonTtate cBO60AHOM cTeHKM MK 6bl B 1 6uonTtate cB06OJHOM cTeHKM MK

AJITIXK — apuTMoreHHas ucnaasusa—KapAuOMUONaTHA IpaBoro xenynouka; KT — sxenysoukoBas Taxukapausd; XKD — xeayodKoBasd 9KC-
Tpacucronusd; INK — npaseiii kenyzodex.
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obMopokaMu, HeobxoauMmo auddepeHIUpPOBaTh OT
APYTUX BO3MOXKHBIX NPUYUH CHHKOIAJBHBIX COCTOSA-
HUH, B TOM YHCJIE U OT JPYTUX BPOKAEHHBIX KeNyA0U-
KOBBIX HapylIeHUi pUTMa cepala.

2.5.5.5. JleueHue

Jleuenne AJITDK Bkiouaer mnpoduiaktuky BCC
(Tabs. 21) U eUeHUe CepAeTHON HEAOCTATOYHOCTH, OCY-
IIeCTBJISIEMOE 10 OOIIUM JJIs TOT0 3a60IeBaHUS TIPUH-
LIHUIIaM.

2.5.5.5.1. O6mue pekoMeHJauu

Bce 6onbHble AJIITK AOMKHEL OGBITH XOPOIIO HHGOPMU-
POBaHBI 0 CBOEM 3a60JIeBAHUH, €T'0 BO3MOXKHOU HacIezy-
€MOCTH, TPOTPECCUPYIOIIEM TE€UeHUHU, HEOOXOAUMOCTH
CUCTEMAaTUYEeCKOr0o HabMI0AEeHN A y KapANOJIOTa, a TAaKXKe
cobJTI0IeHY sl KOMILIEKca 06UIUX MEPOTIPUATHU M, HallpaB-
JIEHHBIX Ha MuHuMusauuio pucka BCC. CnopTusHEIE
Harpy3kd MOIYT CIIOCOOCTBOBATb BO3HUKHOBEHUIO
OTIACHBIX JJIS1 )KU3HU apUTMUU, KpPOMe TOr'0, OHU IOBBI-
IIal0T MEeXaHUYEeCKYI0 HarpysKy Ha MHUOKap/ KelyJod-
KOB, YTO MOXXET YCKOPATb TEMIIBl IIPOI'PECCUPOBAHUA
3ab0JIeBaHUs, BOT IoYeMy podeCcCUOHATbHbIE 3aHATUS

CIIOPTOM ITPOTUBOIIOKAa3aHbI Kak 60abHBIM AJITDK, Tak u
6eCCUMIITOMHBIM HOCUTEJSIM COOTBETCTBYIOUIUX TeHe-
TUYECKUX MyTaI 1.

2.5.5.5.2. IMniaHTauusa Kapauoseprepa-
zebudbpwIIATOpa
VmmiaHTanus — KapauoBepTepa-iebubpuiiiropa —
€/JUHCTBEHHBIN 3(QQGEKTUBHBIN MeTOZ MPOPUIAKTUKU
BCC mpu AZITIXK. OHa mokasana BceM 6ombHBIM AJITIK ¢
JIOKYMEeHTHPOBaHHBIMU napokcr3mamu JKT u BceM 60J1b-
ueiM AJIIDK, nepexxuBminM BCC, B €BA3U € BBICOKOU Be-
POATHOCTBIO PEIUJMBOB OIIACHBIX JJIA XKU3HU apUTMUM.

VMnna"Tanus KapAuoBepTepa-1ebubpuIsITOpa
TaK)Ke pEeKOMEH/ZI0OBaHa BCEM OOJBHBIM C TOATBEPXK-
AeHHBIM auarso3oM A/ITIK npu BOSHUKHOBEHUU Y HUX
CHHKOIIAJbHBIX COCTOAHUU B OTCYTCTBUE APYTUX ABHBIX
IIPUYMH UX Pa3BUTHA (IIOCKOJbKY Hanbosiee BeposTHAA
UX IpUYMHA — reMofUHaMU4yecKu HecTabuiapHas JKT
niu OX) u npu naaykuuu KT Bo BpeMa BHyTpUcepAey-
Horo DPI.

[TokazaHusA K HMMIUIAHTAIlUU KapAuoBepTepa-iedu-
6pusisiTopa A TepBuYHON mnpodumaktuku BCC y
6osbHBIX AJITIDK ompezeneHbl MeHee 4yeTKO. VMIiaH-

Ta6auua 21. PekomeHgauuu no npodunakTMke BHe3anHOM CMepPTU y 60JIbHbIX apUTMOreHHOM Aucnnasuen—

KapauomMuonaT1ei NpaBoro Kenyao4Ka

Karteropus 601bHbIX

®daKTopbl pUCKa

PeKkomeHaauuu

[JuarHoctu-
poBaHHas ALMK

BbICOKWIA pUcK | ©

lMepexwuTas ocTaHOBKa cepaua .
BCC o JIOKyMEHTUPOBaHHbIE YCTONYMBbIE
napokcuambl KT / anusoabl OK .

¢ CUHKONA/bHbIE COCTOSHUS (MCKITIOYEH | ©
HEapPUTMUYECKUIA reHes)

MmnnaHTauus KapauosepTepa-
Jedunbpunnatopa Heobxoauma

MoCTOAHHbIN NpuemM -afpeH0610KaTOPoB

06ume pekomeHaalmmn (orpaHnyeHune
Harpy3oK)

e CuctemaTmMyeckoe HabntogeHne

YMepeHHbIN ¢ BbipaXeHHOE CHUXEHNE e MMnnaHTauua KapanoeepTepa-
puck BCC CUCTOIMYECKOM BYHKLMU NPaBoro nednbpunnsTopa MoXeT 6biTb
Henynoyka LienecoobpasHa
¢ [lopameHne MMoKapaa 060mMx * [l0CTOSIHHBIN NpueM B-aapeH0610KaTopOoB
KENYAO4KOB o 06LWye peKoMeHzaLnK (OrpaHnyermne

* Heycroiunble npobexku KT

Harpy3oK)
e CuctemaTnyeckoe HabnwgeHne

HW3KKit pucK
BCC

YMEPEHHOTO PUCKa

Bce ocTanbHble 60bHbIE €
BepUdULMPOBaHHbIM AnarHosom ALK,
He uMeroLMe GaKTOpPOB BbICOKOIO U1 o

* MMnnaHTauusa KapavosepTtepa-
nednbpunnsaTopa He NnoKasaHa

MoCTOAHHbIN NpUeEM [-aapeH0610KaTopoB

e 06wWwe peKoMeHAALMK (OrpaHuyeHre
Harpy3oK)

e CuctemaTMyecKoe HabnaeHne

beccMmnTOMHbIE HOCMTENW NAaTOrHOMOHWUYHBIX AZIMK reHeTuyecKkmx MyTaumn o

06uwue peKoMeHaaLUmnn (orpaHuyeHne
Harpy3oK)

e Cucrematnyeckoe HabnLeHe

AJITIXK — apuTMoreHHas JUcIaasua—KapAuOMHUONaTUA IPaBoro xenyzAodka; BCC — BHezanHas cepgedHan cMepTh; XKT — xenyzodukoBas

taxukapanus; K — GubpuIAIUA Keays04KOB.
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Talusa KapauoBepTepa-AedubpuiaaTopa MOXKET ObITh
peKoMeH/i0BaHa IPU BBIpa)X€HHOM HapylLIeHUH CHUCTO-
JINYecKOW (QYHKIIMN MPaBOro JKeJyJodKa, IIPU BOBJIE-
YeHHWU B IaTOJOTMYECKUH IIpoliecc MHUoKapza oboux
JKeJYZ0YKOB, a TakXe IIPU HAJW4YMUU CIIOHTAHHBIX He-
yCTOWYUBBIX Tpobexex JKT.

2.5.5.5.3. MeankaMeHTO3HOE JiIeueHHe

[MTockonbky AZIIIDK — cTpyKTypHOe 3aboJieBaHUe cepa-
11a, Ha3HaYeHWe aHTUAPUTMUYECKUX IIpernapaTroB, 0CO-
6eHHO ] Ky1acca, MOXXeT CyIeCTBEHHO YBEeJNYNBATh PUCK
BCC. B HacTodwmee BpeMa K npuMeHeHuo npu AJIDK
PEKOMeH/IOBaHbI TOJBKO [3-apeHO6I0KAaTOPhI, aMUO/a-
POH U COTaJION.

[Ipuem B-apeHO6IOKATOPOB AJIs TIEPBUYHOM U BTO-
puuHoii npodunakTruky BCC mokasaH BceM OOJNBHEBIM C
NIOATBEPXAEHHBIM ArarHosoMm AJZITTDK.

HasHaueHne coTajsona WIA aMHUOZApOHa Ieecoo-
6pasHo mpu yacThix peruauBax KT y 6ombHbIx AITDK
¢ UMIUTAaHTUPOBAaHHBIMU KapAHOBepTepaMu-aehubpu-
JATOpaMu. BBI6Op aHTUAPUTMHYECKOTO IIperapara
JIOJ>KEH OCYLIeCTBIATHCA UHAUBUAYAIBHO, C yI€TOM OT-
pHUIIaTEIbHOTO MHOTPOITHOTO 3ddekTa coTasnosna u 60Jb-
IIOM BepPOATHOCTH PAa3BUTHA HeCepAeYHBIX II0OOYHBIX
3¢0deKTOB TpH JIUTENBHOM JIEYEHUH aMHUOJapOHOM.
[TocnegHee 0co6EHHO Ba)XKHO IMPU HEOOXOAMMOCTH Ha-
3HaYeHUs MpenapaTa MOJOABIM 60IbHBIM.

2.5.5.5.4. PagmoyacToTHaa abaamusa
B HacTosAmee BpemsA INIpPUMEHEHHE paJuo4yacTOTHOMN
abnanuu npu AJIIK orpaHr4YeHO TpyHIoil 60JIBHBIX C
MMILUIAaHTUPOBAHHBIMU  KapAuOBepTepaMu-aebubpu-
JIATOPAaMU U PelUUBUPYIOIIUMU NapokcusMaMmu KT
py HedPpPEeKTUBHOCTH Y HUX MeJUKAMEHTO3HOH aHTU-
apUTMUYECKON Tepanuu. B page ciydaeB y OOTBHBIX
AJZITK okaswiBaeTcss 3QPEKTUBHOM pasuovYacTOTHas
abmanus 3MUKapAraIbHBIM ZOCTYIIOM, YTO MOXET OBITh
CBSI3aHO C 60JIbIIIEH ITTy6MHOM HAHOCUMBIX BO3J€HCTBUI
u Gosibliieli TOMIUHON GopMuUpylolerocs py6iia, a Tak-
e ¢ TeM, 4TO y 60mpHBIX AJIIDK IuKiIel reentry daige
JIOKAJIM30BaHHI B CyOaIIMKapANaIbHEIX CJI0AX MUOKapAa.
VHBa3uBHBIE BMelIaTeabCcTBa y 60ombHBIX AJITIK co-
TpsKEHBI ¢ OGONBIIUMYM TEXHUYECKUMU TPYAHOCTSIMH,
00yCIOBJIEHHBIMU HEOOXOAMMOCTBIO HAeHTUUKAIUU
apUTMOTEHHOH 30HBI, reMOJUHAMUYECKON HECTaOUIIb-
HocThi0O MHAyLupyeMbix JKT u puckoM mnepdopanuu
IIOpa)KeHHOM CTEHKU IIpaBoro XkeJIyZo4Ka B X0o/ie Ipolie-
Aypbl. OHU OJKHBI BBIIIOJHATLCA B CIIELIATN3UPOBaH-
HBIX MeJUIMHCKUX LIeHTpaX, IIepCOoHal KOTOPhIX NMeeT
JIOCTaTOYHBIH OIBIT IPOBE/IEHUA TAKUX BMELIATEIbCTB.

2.5.5.6. [Ipogunaxkmuxa

B nenax ymenbieHusa pucka BCC u 3aMezieHUA TEMIIOB
IporpeccupoBaHus 3abosneBaHus O6osmbHbIM AJITDK u
6eCCUMIITOMHBIM HOCHUTENAM TeHEeTUYECKUX MyTaluil
pPeKOMeH/yeTcs IPEKPATUTh 3aHATHUA NPpodeccuoHab-
HBIM CIIOPTOM M U30eraThb WHTEHCUBHBIX (GU3NYECKUX
HarpysoK.

[TockosibKy B pAZie cay4aes IIEPBbIM U €IMHCTBEHHBIM
nposiBienueM AJITIXK oxasweiBaeTcss BCC, Heo6X0AUMO
obcieZioBaHMe BceX OIM3KUX POACTBEHHUKOB GOJBHOTO
(He3aBUCUMO OT HAJMWYUA WIN OTCYTCTBUSA U CTEIeHU
BBIPA)KEHHOCTU KJIMHUYECKHX IPOsSBJIEHUM 3abosieBa-
HUA), a TaK)Xe IIpOBeJleHUe CeJeKTUBHOI'0 MOJIEKYIAP-
HO-T€HETHUYECKOTO CKPUHMHIA B Ciy4ae OOHAPYKEHUA
y 6osbHOro A/III)K maTOrHOMOHUYHON TeHETUYeCKOU
MyTaluu.

2.5.5.7. lucnaucepxoe Habto0eHue

[TockonbKy 3abosneBaHHE HMeEeT IIPOTPeCCUPYIOIUM
xapakTep, Bce O6onbHBIe A/ITDK (BHe 3aBHCHUMOCTU OT
bopMBI U TAKeCTH 3ab0JIeBaHMA), a TaK)Ke BBIABJIEH-
Hble O6eCCUMIITOMHbIE HOCUTENU MYTAlHWH JOJKHBI
HaXOZUTBHCA TOZ CHCTEMAaTHYeCKUM HaOJII0feHNeM
KapZuoJjiora B CIelMaJu3UpPYyIOMUXCA Ha JIeYeHUU Ke-
JIyJOYKOBBIX HapylLIeHHWM pUTMa cepAlia U cepAedHOU
HeZIOCTaTOYHOCTU MEJULIMHCKUX ILIeHTpax C peryadp-
HBIM €XXeTOZHBIM IIPOBeZleHheM KOMILIeKCa MHCTPYMeH-
TaJbHBIX 00CIeOBaHUM, BKJIIOYAIOIETO PETUCTPALINIO
OKI, cyrouHoe moHurtopupoBaHue IJKI' mo Xoxarepy,
Harpy304HyI0 Mpoby U aXoKapauorpapudeckoe Hccie-
JIOBaHUeE, a IPU HEeOOXOAMMOCTH — MAarHUTHO-Pe30-
HaHCHY!0 ToMorpaduro cepana.

ManuenTsl ¢ MK/l ZO0MKHBI TPOXOAUTD PEryasapHBIA
TeJleMeTPUYecKUi KOHTPOJb HMIUIAaHTHPOBAHHOI'O
YCTPOMCTBA C PEKOMEH/OBaHHOW UM IEePUOJUYHOCTHIO
(HO He pe’ke OZHOTO pasa BTof).

3. bpagnaputmMum: gUcHYHKLUA CUHYCOBOIO
y3na, npeacepAHO-Xenya04KoBbie 6110Kaabl

TepmuH 6paduapummuu OO6BEAUHSIET Pa3HOPOAHYIO
IpyNIy HapyLleHUW puTMa cepAlla, XapaKTepusylo-
IMUXCA 3aMeJJeHHOW BHIPAOOTKOM 3JIeKTPUYEeCcKHUX
HMMIIYJIbCOB, PEryJIAPHBIX U HEPeryadpHBIX, WU 3aMe]-
JIEHHBIM PUTMOM JXeJyZIOYKOB, CBA3aHHBIM C 6I0KaZ0H
[IPOBEZIEHUA MMITYJIbCOB. BpaZiuapuTMuu BKJIIOYAIOT B
cebs Ba Ba)XXHEUIINX CHMITOMOKOMILTIEKCA: B OCHOBE
OZHOT'O JIEXKUT HapylleHHe GpyHKIINN CUHYCOBOTO y3Ia,
a BTOPOH CBA3aH C HApyUIEHUAMU IIpescepAHO-Kely-
ZI0OYKOBOI'0 IIpoBeZeHus. Hepesko o6a BuZa HapyueHUH
IIPUCYTCTBYIOT OAHOBpeMeHHO. IIpu Bcell HEOAHOPOA-
HocTH GOpPM HapyIleHUH pUTMa, 00beJUHAEMBIX dTUM
MIOHATHEM, U UX PA3JUYHBIM [IPOTHOCTUYECKUM 3Hade-
HUU €CTh JjBa CyI[eCTBEHHBIX MOMEHTA, ONpe/e IAI0uX
IIPaBOMEPHOCTh TaKOr'o o0befUHeHUA. Bo-lepBhIX, BO
BceX Ccaydasx pedyb uzeT o cHmxeHur YCC — 6pasukap-
auu. OHa MOXXeT OBITh HOPMaJbHBIM GU3HOIOIHIeCKUM
ABJIEHHEM, HO B OIpeJeJeHHbIX Caydadx ABJIAeTcA
maToyorudeckoi. IIpu aToM OpaJuKapAusa MOXET He
IIPUBOJUTHh K I'eMOJWHAMU4YeCKUM HapyIleHUAM U He
COINPOBOXKAAThCA KIMHUYECKUMU cuMIiIToMamMu. Ho nipu
JOCTHKEHUU OIIpe/leIeHHOU CTelleHU BBIPa’KeHHOCTH
6paauKapAua NMPUBOAUT K CHIDKEHUIO Nepdysuu JKU3-
HEHHO Ba)XHBIX OPraHoOB, IIPeX/e BCEro roJJOBHOI'O MO3-
ra, YTO IPOSBJIAETCA OOLIUMU /I PA3TUIHBIX IO CBOEH
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npupozie 6paguapuTMuii cuMnTomMamu. VIMEHHO 3TO
yalle BCEro OmpefesseT HeOOXOAUMOCTh UX JIEUEHUS.
BTopeIM 0OWIMM [ YKa3aHHBIX apUTMUI MOMEHTOM
SIBNISIETCA TO, YTO, 32 HEOOJNBIINM HCKIIOYeHUEM, €UH-
CcTBEeHHBIM 2 PEKTHBHBIM METOZOM HX JIEYeHUS CIYKUT
9JIEKTPOCTUMYJIALMA CepAla, IIpejrosaramplas HM-
IJIAHTAIUIO 3/leKTpoKapauocTuMynaTopa (OKC).

KnuHuyeckue TposBiIeHUs OpaguapuTMui pas-
HOO6OpasHbl UM YacTo HecrnenududyHbl. Hanbosee sipKo
MPOABJISIOTCA IMOCJAEACTBUA TUNONEepdY3UN T'OJIOBHOT'O
MO3ra: IpXA OCTPBIX HapPYyLIEHUAX MOI'YT BOSHUKATh BHe-
3allHble T'OJIOBOKPYKE€HHUA, CIIyTAHHOCTb CO3HAHUA, B
6oJiee TAXKENBIX CIydasX — IIPECHHKOIIaJIbHbIE M CHHKO-
IajbHble COCTOSIHUA BIUIOTH 10 Pa3BEPHYTOUW KapTHUHBI
npuctynoB Mopranbu—AzgaMmca—CToKca. [TocToAHHBIE
U JAJUTENIbHO CYLIeCTBYIOIINE HapyIIeHWA MOLYT IIPO-
ABJIATHCA YCTAJIOCThIO, MOBBIIIEHHON YTOMJIAEMOCTHIO,
BAJOCTbIO, allaTHUel, CHM)KEHHeM YMCTBEHHBIX CIIO-
cobHocTell. BpaguapuTMuu MOTYT TaKiKe yCyrybJaTh
TeYeHHe CTEHOKapJAWuW, apTepUabHOM T'MIIEPTOHUU U
XPOHHUYECKOH cepAedHO HeJocTaTodHocTH. Hepenko
HabJI0ZlaeTcs CHIKEHNE TOJIEPAHTHOCTH K GU3NIECKUM
Harpys3kaMm € OOBIYHBIMU B 3TUX CIy4aax [IPOSBIEHUA-
MU B BU/ie OBICTPOH YCTATOCTH U OZBIIIKH.

3.1. [lucpyrkuusn curycogozo y3aa (cuHopom
crabocmu CUHYC08020 y31a)

CunycoBbiéi y3en (CY) B HOpMe aBTOMAaTHUYeCKU BHI-
pabaThIBaeT 3JIEKTPUYECKHE HMITYJIbCHl C «BHYTPEHHE
npucylieil eMy yacTtoToil». MeTo ee onpejeneHUs u
dopmyna pacuera omucaHbl B paszeisie «CrenuanabHOE
obcieZioBaHre GOJBHBIX C HAapYIIEHUSIMH PUTMa Cepl-
11a». ABTOHOMHAsl HepBHAs CHUCTEMa MOZYJHUPYET 3Ty
4YacToTy, TaK YTO IapacUMIaTUYecKue BANAHUA (aie-
TUJIXOJNH) ee CHUXKAIOT, a CUMIaTudyeckue (HopaJpeHa-
JIVH) yBEJWYUBAIOT. basaHC 3TUX BAMAHUN ITOCTOSHHO
MeHsEeTCS B 3aBUCMMOCTH OT BPEMEHH CyTOK, TIOJIOXKE-
HUSA Teja, YpOBHS GU3NYECKOW U SMOIIMOHAJbHON Ha-
IPY30K, TEMIIEPATYPhl OKPYIKaoIel cpeabl, paKTOPOB
3amnycka pedIeKTOPHBIX PeaKIUi U T. 1. [loaToMy 4acTo-
Ta CHUHYCOBOI'O PUTMa Ha NMPOTIXKEHUU CyTOK MeHAeTCA
B IIMPOKUX IpeJesax, CHUXXAaACh B COCTOSTHUU TIOKOS,
0COGEHHO BO CHe, U TOBHIIIASCH B JHEBHOE BpeMs CY-
TOK B COCTOSIHUU 6ozpcTBOBaHUSA. [IpyU 3TOM HapsAy C
HOPMOCHCTOJIMEN MOXeT HabJIoAaThCs KaK CMHYCOBas
taxukapaus (YCC 6osbire 100 MUH™), TaK U CHUHYCO-
Bas 6paaukapaus (UCC menee 50 mun1). [na Xapax-
TEPUCTUKHU 3TUX COCTOSHUM C TOYKU 3PEHUS HOPMBI
U matojoruu (AUCOYHKIMU CUHYCOBOTO y3j1a) BaKHO
HE TOJIbKO OIpEeJEeNUTh [OIMYCTHUMBbIE IMpPeJeTbl BBIPa-
JKEHHOCTU OpaJUKapAud, HO U OLEHUTh aZleKBaTHOCTh
HapacTaHUsA YacTOTHl CHHYCOBOT'O pHUTMa B OTBeT Ha
npeAbABJsAeMble HarPy3KHU.

dusnosornyeckas CUHycoBas OpaZuKapAus MOXET
HabJII0aThCsA B IHEBHOE BPEMsI CYTOK B COCTOSIHUM I10-
KOs M B HOYHOE BpeMs B KauecTBe Ipeobiaziaoliero
putMa cepaua. CunTaercs, 9YTO IpeJeIbHOe CHUXKEeHUe

YacTOThl PUTMa JAHEM B IIOKOE OIpeJesieTcs BeTudu-
HOM 40 MUH"', HOUBIO — 35 MUH' ¥ He 3aBHUCHUT OT I10JIa
U Bo3pacTa. JlomycKaeTca TaKKe pa3BUTHE CHHYCOBBIX
nays, AJIMTEJBbHOCTb KOTOPHIX /10 2 C — HepeaKoe ABJe-
HUe Yy 3[J0POBBIX JIUI. Ho UX AJUTEIBPHOCTb B HOpME He
MO>XeT IIpeBBIMaTh 3 C. Y CHOPTCMEHOB BBICOKOHM KBa-
nuduKanuy, a TaKKe y JIUL, 3aHUMAIOIIUXCA TAKETbIM
$U3NYECKUM TPYJOM, y IOHOUIEH YacTO PEerucTPUpPYIOT
6pagukapguio ¢ YCC HIDKe yKa3aHHBIX 3HAUYEHUH, BO3-
MOXXHO, B COYETAaHUU C APYIUMH IIPOABIECHUAMU JHC-
GYHKIMY CHHYCOBOT'O y3J1a. DTU COCTOSIHUA MOT'YT OBITh
OTHECeHBI K HOPMaJIbHBIM TOJIBKO B Te€X clydadX, Korga
OHU OEeCCUMIITOMHBI M UMEEeTCA a/leKBaTHBIN IIPUPOCT
YaCcTOTHI CUHYCOBOTO PUTMa B OTBET Ha GU3NUYECKYIO Ha-
T'PY3KY.

OueHUTh aZleKBaTHOCTb IIPUPOCTA YacTOTHl CUHY-
COBOI'O pUTMa B OTBET Ha Harpysky B KJIWHUYECKOH
IIpaKTHKe 4acTo OBIBaeT HENpPOCTO. DTO OOYCIOBJIEHO
OTCYTCTBHEM yHUBEPCAJIbHBIX METOAUYECKUX [TOX0/0B
K OIIpe/ie/IeHUI0 XPOHOMPONHOU HecocmosimeabHoCmu
U COTJIaCOBAaHHBIX KPUTEPUEB ee JUarHOCTUKU. Hambo-
Jiee paclpoCTpaHEeH TaK Ha3blBa€MbI XPOHOTPOITHBIHM
WH/IEKC, KOTOPBIH BBIUUCIIAIOT IO pe3yabTaTaM IIPOOEL ¢
¢du3ndeckoit Harpy3koi 1o IPOTOKOJIY MaKCHUMaJbHOU
[0 TEPEHOCUMOCTU JUMHUTUPOBAHHONH CHUMIITOMaMU
¢$u3nUecKol Harpy3Ku. XpOHOTPOIIHBIM MH/EKC Ipej-
cTaBisAeT co60¥ OTHOLIEHE, BEIPAXKEHHOE B IIPOIIEHTAX,
pasHocTu Mexay nukoBoir YCC Ha MaKCUMyMe Harpys-
k1 u YCC mokosi (XpOHOTPONIHBIA OTBET) K Pa3HOCTHU
MeX/y TpeJAcKa3saHHON II0 BO3pacTy MaKCHUMaJbHOMH
YCC (YCCmax), BEIYUCAAEMOH 110 GOopMyIIe

YCCmax (Muu™') = 220 — Bo3pacrT,

u YCC mokos (XpOHOTPOIHEIN pe3epB). [losararmT, 4TO
B HOpMeE€ BeJMYMHA XPOHOTPOIIHOI'O HHZAekca > 80%.
[IpeasararoTcs Tak)ke YTOYHEHHbIE GOPMYJIBL C YIETOM
IoJjla, HaJWYMA CePJEYHO-COCYAUCThIX 3abosieBaHUMN
(MBC) u mpuema B-agpeHO6JI0KAaTOPOB, HO JUCKYCCUS
0 11e71ecO06Pa3HOCTH UX KIMHUYECKOTO UCIIOIb30BaHUA
IIPOJIOJIKAETCA.

HopmanbHass ¢yHkius CY ocylmecTBaseTcs 3a
CYeT CIIOHTAHHOM JenosApu3alluu ero InelcMmelikep-
HbIX N-KJeTOK (aBTOMAaTu3M) U MHpOBEJEHUS BO3HU-
KaWoUUX MMIIYJIbCOB TPAaH3UTOPHBIMU T-KJIeTKaMH Ha
MHOKapZ IpezcepAuil yepe3 cuHoaTpuanbHyio (CA)
30Hy (cHMHOATpHajsbHasA HPOBOAUMOCTH). HapyuieHus
J000TO M3 3TUX KOMIIOHEHTOB NPUBOAAT K AUCPYHK-
nuu cuHycoBoro ysna (JCY). OHa MoxeT ObITh 0O0y-
CJIOBJIEHA MHOTOYUCJIEHHBIMU IIPUYMHAMU, OJHU U3
KOTOPBIX — BHYMpeHHUe — CBA3aHBI CO CTPYKTYPHBI-
MU HOpaXeHUSMU TKaHU y3J1a U MEePUHOAATBHON 30HbI
(yacTo pacmpocTpaHAsACh W HA MUOKApA IpeAcepAuii)
WY C NePBUYHBIMHU HapylUIeHUAMHU QYHKINH HOHHBIX
KaHaJIoB. JIpyrue, gHewlHile TPUYUHBI 00YCIOBIEHHI Ael-
CTBHEM JIEKAPCTBEHHBIX IIPENapaToB, aBTOHOMHBIMU
BJUAHUAMU WU BO3ZEHCTBHEM HHBIX BHEUTHUX (ak-
TOPOB, KOTOpPble IPUBOAAT K HapyleHUo ¢yHKIuu CY
IIPY OTCYTCTBUU €TI0 OPraHUYeCcKoro mopaxeHus. OTHO-
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cHUTeNbHasA YCJIOBHOCTh TAaKOTO pasfie/leHUs oIpejess-
eTcsd TeM, YTO BHEIIHUE GaKTOPHI BCerza MPUCyTCTBYIOT
[IpY HAJTUYWUY BHYTPEHHUX IPUYNH, YCUINBAA IIPOABJIe-
Hus JICY.

Baxkneiimedi BHyTpeHHel npuuuHoi JICY aBisercsa
3amerieHue TKaHU CY GrOPO3HON U KUPOBOU TKAHBIO,
[IpHUYeM JiereHePaTUBHBIHM ITPoliecc 0OBIYHO paclpoCTpa-
HAETCA Ha IIEPUHOAMBHYIO 30HY, MUOKap/ IpecepAuit
U aTPUO-BEHTPUKYIAPHBINA y3esl. DTO OIpeJenseT Co-
IIyTCTBYIOLIYE HapyIlleHUs, Hepa3pblBHO CBA3aHHBIE C
JICY. JlereHepaTuBHble u3MeHeHUs CY MOTyT OBITH 00-
yCJIOBJIEHBl HIleMHell MHOKapza, BKIodas HHOApKT
MHOKap/a, WHOUIbBTPATUBHBIMU (CAaPKOHWZO03, aMUJIO-
W03, IeMOXpPOMAaTO3, ONYyX0Jau) U HHGOPEKIUOHHBIMU
nporieccamu (audrepusi, 6ose3nb Yaraca, 6ose3Hb Jlaii-
Ma), KojlareHo3aMu (peBMaTH3M, CUCTeMHas KpacHas
BOJYAaHKA, PEBMATOUAHBIA apTPUT, CKJIEpPOAepMUs) U
ZpyruMmu ¢opMaMu BoclaseHNs (MHUOKapAUT, IepruKap-
aut). Kpome Toro, uMeroTcsa OCHOBAHUA IojaraThb, 4YTO
nopaxeHus aprepuu CY pasIuyHON INPHUPOABI TaKKe
CHOCOGHBI TPUBOAUTD K HapylueHuto yHknuu CY. Ho B
6OJIBIIMHCTBE CIyYaeB MMEET MeCTO HAMONATUYECKUH
JlereHepaTUBHBIA (GUOPO3, HEPA3PhIBHO CBS3aHHBIM CO
cTapeHHeM. Y MOJIOJbIX 4acTOW NMPUYMHOU NOpaKeHUu:
CY saBaseTcsA TpaBMa IIocje TepeHeCeHHOH ollepaliuu 1o
IIOBOZY BPOXKJEHHBIX IOPOKOB cepAla. OnucaHbl Takxke
cemeiinble GopMel [ICY, IpU KOTOPBIX OTCYTCTBYIOT Op-
raHU4YecKye Nopa)keHus cepzua, a narosorus CY, o6o-
3HayaeMas Kak M30JMpOBaHHAsA, CBA3aHa C MyTallUAMU
reHOB, OTBETCTBEHHBIX 3a HaTpHeBble KaHasbl U KaHaJbl
neiicmerikepHoro Toka (I;) B kneTrkax CV.

K 4wWcnry BHEMIHMX DIIPUYMH OTHOCUTCA IIpe-
JKZEe BCEro BIMAHME JIEKapCTBEHHBIX IIpernapaToB
(B-azpeHOOIOKATOPHI, GJIOKATOPH KaTbIIUEBBIX TOKOB,
cepZiedHble IVIMKO3UJBl, aHTHUapUTMUYeCKUe IIperna-
patsl kiaccoB I, III ¥ V, runoTeH3uBHBIE IIpenapaThl U
ap.). Ocoboe MecTO 3aHUMAIOT OMOCPEeJOBaHHBIE aB-
TOHOMHBIMU BJIUAHUAMU CUHAPOMBI, TaKhe KaK HeW-
poKapAuasbHbEle OOMOPOKH, THUIIEPUYYBCTBUTENIBHOCTH
KapoOTHUJHOrO CHUHYyca, pedJeKTOpHBIE BIUAHUA, 00y-
CJIOBJIEHHBIE KallUIeM, MOYeHclycKaHueM, Aedexanuei
u potoii. K ZICY npuBoAAT HapylleHU 3JeKTPOJTUTHO-
ro 6asmaHca (TWTIO- ¥ THUIEpKaJUEeMUs), TUTIOTUPEO3, B
PeAKUuX caydadax TUIepTHpeo3, TUIIOTepMUs, MOBbILIe-
HYe BHYTPUYEPEITHOro JIaBJeHusA, I'UIIOKCHA (aIlHOD BO
cue). IIpu naunonatudeckux popmax JICY BO3MOKHBIM
MeXaHU3MOM CJIYKUT yCUJIeHHe TOHyca Baryca uiu Je-
bunuT npejcepAHON XOJMHACTepasbl, a TakKXe BhIpa-
60Tka aHTHUTEN K M,-XOJIMHOpelenTopaM, o61aaomux
CTUMYIUpYIOLlel aKTUBHOCTBIO.

PacnpocTpaHeHHOCTh JICY He MOXeT OBITH OIjeHe-
Ha a/IeKBaTHO M3-32 HEBO3MOXXHOCTH y4eTa OeccHM-
NITOMHBIX CJIy4aeB U TPyAHOCTU AuddepeHIInpOBKU
bu3noNIOrNUecKol U MaToJornuecKod 6pasuKapiuu B
MIONY/IALIMOHHBIX MCCIeloBaHUAX. JacToTa BHIABIEHUSA
JCY pacTeT ¢ Bo3pacToM, HO y Jiul, ctapiie 50 jeT oHa
cocrasiseT Bcero 5/3000 (0,17%). YacToTa cUMIITOMA-
TUYHBIX cay4daeB JICY olleHUBaeTCA 110 KOJTUYECTBY UM-

IJIaHTAIUM UCKYCCTBEHHBIX BoauTeneil putma (MBP),
HO 3TU UUQPHI CUIBPHO BapbUPYIOT B Pa3HbIX CTPaHAaX,
YTO CBSI3aHO HE TOJBKO C ZeMorpadpuiecKUMU 0COOEH-
HOCTSIMU U PaclpoCTPaHEHHOCThIO 3ab0eBaHUsA, HO U
¢ MaTepuaJbHON 06EeCIeYeHHOCThI0 U 0COOEHHOCTAMU
MOoKa3aHWM K MMILIaHTanuu. TeM He MeHee Ha /IOJIO
JICY npuxoAuTCa OKOJIO IOJOBHMHBI BCeX MMILTaHTaluHi
OKC, a yacToTa pacupezesieHUA UX 110 BO3PacTy HOCUT
6GUMOZIaTbHBIN XapaKTep ¢ MUKaMU B UHTepBaiax 20—
30 u 60—70 ner.

Hapymienus ¢yHkuuu CY HUMeOT pasHOOOpa3HbIe
aJeKTpoKapauorpapuyeckre mposBieHUs. Hauboiee
yacTol ¢opMOH sABAfAETCA CUHYcoBas OpaguKapAusd
(CB). Pepxuii mpeAcepAHBIA PUTM IIPU 3TOM XapakKTe-
pusyetcs Bo3Oy:kAeHUEM TpeacepAuit us obsactu CY
(cm. rmaBy «CrieniuanbHoe 06ceZioBaHre 60NbHBIX C Ha-
PYILIEHUAMU PUTMa CcepAlia»), a MpyU HAJIUIUU apUTMUN
uHTepBasbl R—R u3MeHAIOTCA IIaBHO OT LUKJA K LIU-
kiy (puc. 38, A). B ocHoBe Cb e:xuT cHUXXeHUEe QYHK-
uuu aBTomMaTtusma CY.

Bosee BBIpaKeHHBIE HapylieHUs aBToMaTtu3dMa CY
MIPUBOZAT K ocmaHogke CY, MPOABIISAIONENCSI CUHYCOBOHN
ray30i pa3IuyHON IPOJOIKUTENTBbHOCTU. XapaKTepHON
0COGEHHOCTBIO 3TOH May3bl SBJASETCA TO, YTO OHA HU-
KOI'/la He KpaTHa JJIMTEeJTbHOCTH IIPEANIIECTBYIOMIETO CH-
HYCOBOTI'O IIMKJIA /Ja’ke C YY4eTOM JOIyCcKa Ha apUTMUIO.
Cy1ecTBYIOT OYEBU/IHBIE CIOKHOCTH B KBaTUPUKAIIUN
TaKUX May3 B KayecTBe ocTaHOBOK CY. OGIIENPUHATHIX
KOJINYECTBEHHBIX KPUTEPHEB Ha ITOT CYET He Cylle-
CTBYeT, U pellleHNe BOIIpoca BO MHOTOM 3aBUCUT OT CTe-
[IeHW BBIPA’KEHHOCTH CUHYCOBOW apUTMHUH U CpeAHEN
YacTOTHI MPeAUIeCTBYIOero puTMa. BHe 3aBucUMOCTH
OT YaCTOTHI U BEIPAKEHHOCTU aPUTMUHU T1ay3a AJIUTEb-
HOCTBIO OOJIbIlIE YZIBOEHHON BEJTUYUHBI MPE/IIECTBYIO-
IIero CUHYCOBOTO ITWMKJIA OIpeJie/IeHHO yKasbiBaeT Ha
octaHoBKY CY (puc. 38, B). Eciu ke nmay3a kopode 3ToH
BEJIMYMHBI, TO Uil KOHCTaTalMu ocTaHoBKU CY Tpe-
6yeTcs1, UCXOAs M3 MpeAeNbHON HOPMaJbHOM YaCTOTHI
40 muH?, 4TOOH OHa ObLIA O0JIee 2 ¢, YTO DKBUBAJIEHT-
HO TIPEBBINIEHUIO MPeAIIeCTBYIONEro muKaa Ha 25% u
6osee. Takue mays3bl, OZHAKO, MOTYT HE UMETb KJIUHU-
YecKOTo 3HaueHUsd, U TOrAa KpuTepueM ocTaHoBKU CY
mpeJJlaraeTcsl CIMTaTh AJUTENbHOCTD TIay3hl 6osee 3 c,
YTO UCKJII0YaeT ee GU3NOJOTUYECKHUH XapaKTep.

MHOrOo poZia CI0KHOCTHU BO3HUKAIOT MPU JUATHOCTH-
Ke ocTaHOBOK CY IIpU OYeHb JINTENbHBIX NTay3ax, KOTZa
HeT IIOJTHOM yBEPEeHHOCTH B TOM, YTO B OCHOBE JIEXKUT
TOJBKO MeXaHU3M IIoflaBjieHHs aBToMmaTusama CY mpu
OTCYTCTBUU OZHOBpeMeHHOU 6s0kaznbl CA-poBe/ieHUA
(puc. 38, B). Miciosib30BaHUE KPUTEPUS KPATHOCTH 3/1€Ch
TPYZAHO MPUMEHUMO, BO-TIEPBHIX, MO MIPUYNHE HEOJHO-
3HAYHOCTU BbIOGOpa pedepeHTHOro 1mukiaa (puc. 38, B),
BO-BTOPBIX, U3-32 €r0 OTCYTCTBUA B CAy4YasaX pPa3BUTHUA
MIOCTTaXUKapAUTUUECKOHN Iay3bl U, B-TPeThbUX, IO NIPU-
YUHE BMEIIATeJIbCTBA BBICKAIb3BIBAIOIINX HMITYIbCOB
u put™MmoB (puc. 38, I, /). XoTa mojaraioT, 9TO B OCHO-
Be TMOCTTAaXUKAPAUTHUYECKUX Tay3 JIEXKUT IOoJaBJIeHUE
aBromaTusma CY 4acTol NpezacepAHON UMITyIbcaliiein
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PucyHok 38. dnektpokapanorpapuyeckme nposaBieHns AMCOYHKLUN CUHYCOBOrO y3Na, CBA3aHHbIE C HapyWeHWeM GyHKLMK
aBTomatusma. A. CuHycoBas 6paankapamnsa. b. OctaHoBKM CMHYycOBOro y3na. B. iutenbHas cMHycoBas naysa.

I. MocTraxMkapanTyeckas 0CTaHOBKa CMHYCOBOTO Y3/1a C BbICKab3blBAKOLWMUM PUTMOM U3 AB-CoeiMHEHMUS.

[. MocTraxukapanMTMyecKas 0CTaHOBKa CMHYCOBOIO y3/ia C BbiCKaib3blBalOWMMK UMNyibcamu u3 AB-coeiMHEHNSA U

peLMAMBOM MepLATENbHON apUTMUK.

(overdrive suppression), He HUCKJIIOYAIOT TAKXKE y4aCTHUA
Hapyuenuii CA-mpoBozuMocTH. [ToaToMy npu 0603Ha-
YEeHWU IIPOJIO/KUTENbHBIX ACUCTOJUM INpesrnouYuTaoT
n3beraTb TEPMUHOB, YKa3bIBAIOIINX HA MEXAHU3M fBJIE-
HMs, 4aCTO IPUMeHAA TEPMUH CUHYC08a A NAY3d.
Jlpyroii IpHYMHOM CHHYCOBBIX Iay3 CHIYXUT Ha-
pywenue CA-mpoBefieHUA. YAJIUHEHUE  BpeMeHU
CA-tipoBezienuss (CA-6iokaza I cremeHu) He HMeEET
JJIEKTPOKApAUOrpapUIecKUX MPOABIEHUN U MOXKET
OBITH BBISIBJIEHO TOJBKO IPSAMOM pErucTpanueil moTeH-
nuasa CY Uiy HeIpAMBIMUA METOAAMMU C UCIIOJIb30BaHU-
€M 3JIEKTPOCTUMYJIAIUY TpeAcepanii. [Ipu CA-6okaze
II cremenu I Tuma o Mob6uTily (c meproAuKoi BeHke-
6axa) IPOUCXOAUT IPOTPECCUBHOE yBeJIUYEHUE Bpe-
MEHU MpOBEJEeHUA MOCIe[OBaTeNbHbIX CHHYCOBBIX
uMnyabcoB 1o CA-30He 0 Tex IIOp, [I0Ka He pa3BUBa-
ercs mosiHasA OJIoKaza odepegHoro ummyabca. Ha DKT
9TO NIpOABIAETCA IUKINYECKUMM U3MEHEeHUSAMHU WH-
TepBasioB P—P ¢ nmporpeccuBHBIM UX yKOpOUYeHUEM, II0-
cJIe 4ero cjaeAyeT Iaysa, JJIUTeNbHOCTh KOTOPOH Bcerga
MeHbIlle yBoeHHoro unrepsana P—P (puc. 39, A). Ilpu

CA-6iokaze 11 cremenu Il Tuma mo Mo6uTily 6JI0KHPO-
BaHWE CUHYCOBBIX HUMIIY/IbCOB IPOUCXOAUT 6e3 mpes-
IIeCTBYIOIIEro yAJuHeHUs BpeMeHU CA-TpoBejeHUS,
u Ha JKI' 3TO mposBadeTca nay3aMu, IPOLOJIKUTEIb-
HOCTb KOTOPBIX IIOYTHU B TOUYHOCTU (YUWUTHIBAA JOMYCK
Ha apuTMMUIO) KpaTHa JAJUTENbHOCTU IIpeJIlecTBYIO-
mero uHTepBasa P—P (puc. 39, B). Ilpu ganpHelem
yrueteHun CA-IPOBOJUMOCTU CHUKAETCA KPATHOCTH
MIPOBeZIeHUSI UMITYJIbCOB B ITEPUOJAUKAX BILUIOTH 10 pa3-
Butus CA-6iokazsl 11 crenenu 2:1 (puc. 39, B). IIpu ee
ycToiunuBoM coxpaHeHuu DKI-kapTuHa HEOTIUYUMA OT
cuHycoBoOl 6pagukapauu (puc. 39, I'). Kpome Toro, 6710-
KUpOBaHHas mpejcepAHas SKCTPACUCTOIHA B GopMe 6u-
reMUHUH, He uMes oTHoIeHusA K JJCY, UMUTHPYeT KakK
CHUHYCOBYI0 Opazukapauio, Tak u CA-6mokazy II crerme-
uu 2:1 (puc. 39, ). VickaxeHus BoJHHI T, yka3bIBaroIiye
Ha BO3MOXXKHOE IIPUCYTCTBUE IIpeXJeBpeMeHHOr'0 BO3-
OyKJeHUA NpeJcepAunii, He Bcerja yJaeTcs MPaBUIbHO
MHTEPIPETHPOBATh, MOCKOJIBKY 3a3y6puHa Ha BoiHe T
MOJKET OBITh €CTECTBEHHBIM MPOSBIEHUEM HapyIIeHUH
penosnspusanuy Ha QoHe peAKoro putMma. IIpobiemy
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PucyHoK 39. dnektpokapanorpapuyeckme nposBaeHNs ANCHYHKLUN CUHYCOBOTO y3N1a, CBA3aHHbIE C HAPYLWEHUEM
CcMHOaTpuanbHoi nposoaumoctu. A. CA-6nokaga Il ctenenu | tuna ¢ nepuoaunkon 9:8. b. CA-6n10Kkaga Il ctenenu Il Tuna.

B. CA-6nokapa Il ctenenu | Tuna ¢ nepuogamu 2:1 u 3:2. T. CA-6nokaga Il ctenenu | Tuna ¢ yctonymMBbIM pa3BuTMEM
nepuoanku 2:1. . Passutue anusofa 610KMpOBaHHOM NPeACEPAHON IKCTPACUCTONMKN B hopMe BUreMUHUN, UMUTUPYIOLLEN

NPOSABAEHNS AUCHYHKLWM CUHYCOBOTO y3/a.

nuddepeHIMaTPHON [MaTHOCTUKY pellaeT JAIUTelbHad
peructpanua OKI' ¢ 3axBaToM IepeXOAHBIX IIPOLIECCOB.
B ciydae ¢ 6IOKMPOBAaHHOM MpeCEPAHON SKCTPACUCTO-
JIMell MOXeT MOoTpeboBaThCs MUIIEBOAHAS JIEKTPOKAP-
puorpadus.

Janexo 3amenmas CA-6iokaza II cTemeHW MpoOsB-
JIIeTCA TPOAOIKUTENbHBIMUA CHUHYCOBBIMHU IIay3aMH,
JJIUTENBbHOCTh KOTOPBIX KpaTHa IpeJlIecTBYIOIeMY
npeJcepAHOMY LIUKJY. B JaHHOM ciy4dae UMEIOTCA Te e
Mpo6JeMbl AUATHOCTUKU MEXaHU3Ma IPOJOJIKUTETh-
HOH Iay3bl, YTO OMUCAHBI A1 ocTaHOBKU CY. OZHUM U3
MIPOBOLMPYIONUX (AKTOPOB PA3BUTHUSA JaeKO 3alle]-
meii CA-6iokazer II cTemeHu sABAAETCS KPUTHUYECKOE
yyJallleHrue CUHYCOBOM MMITyJIbCalliM, CBsI3aHHOE ¢ GU-
3MYEeCKUMHU WM UHBIMU Harpyskamu. [Ipu aTom peskoe
cumxkenne YCC ¢ 4acTOTHI, OmpeesnsieMol MeTabosu-
YECKUMH MOTPEOHOCTAMU, KaK MPABUJIO, MPOSBISIETCS
KJIMHUYECKUMU CUMIITOMaMHU.

Kpaiinasa crenenp HapymeHus CA-IPOBOAUMOCTU —
CA-6moxkaza III  cremeHu, KoTopas  MpPOSBIAET-
cAd  OTCYTCTBUEM CAUHYCOBBIX  HMMIIYJbCOB  IIpHU

3JIEKTPUYECKON aKTUBHOCTU TpEeACEpANN B BUZE BHI-
CKaJIb3BIBAIOIINX TIPeACepAHBIX pUTMOB (puc. 40) wmau
putMa u3 AB-coeguHeHuA. PefKO IpU 3TOM MOXKHO
HabIOAaTh OTAeIbHBIE UMIYAbchl U3 CY (puc. 40, B).
JlaHHOe cocTossHUE, TpyAHO AuddepeHIEPyeMoe ¢ ocTa-
HoBkoU CY, He cieflyeT OTOXJAECTBJIATH C IOJTHBIM OT-
CYTCTBUEM DJJIEKTPUYECKOM aKTUBHOCTU TIPeACEPAUH,
o603HauaeMbIM KaK ocmaHoska npedcepouti (atrial stand-
still). DTo cocTosiHME CBSI3aHO C AJIEKTPUYECKON HEBO3-
OyZMMOCTBIO MHOKapZia TpeAcepAuii MpPHU BO3MOXKHO
COXpaHEHHOM CHHYCOBOM MexaHu3Me (HabiroaeTcs npu
rUnepKajInueMun).

Jucoynkuuu CY 4acTo CONMyTCTBYET LETBIN Psif 10-
TIOJTHUTENbHBIX TPOSABIeHUN. [Ipexze BCero, 3TO BHI-
CKasb3bIBalOUIe WMIIYJbChl U PUTMBL, UCXOAALINE U3
npeacepauil unu AB-coegunenusa. OHY BO3HUKAIOT IIPU
JIOCTATOYHO IIPOJOJIXKUTENbHBIX CUHYCOBBIX Ilay3aX, U
OT aKTUBHOCTH UX NCTOYHUKOB BO MHOI'OM 3aBUCUT pas-
BUTHE KJMHUYeckou cumnrToMatuku JICY. Kak u CY,
BOAUTEINU PUTMa BTOPOI'O MOPAZKA MOABEP>KEHBI BIUA-
HUIO0 aBTOHOMHBIX U F'yMOPaJIbHbIX BAUSHUMN; UX aKTUB-
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PucyHok 40. CuHoaTtpuanbHas 610kaga lll cteneHu ¢ BbiCKaab3blBaOWMMU pUTMaMK U3 npeacepani. 3Be3fo4Kkamu Ha

dparmeHTe b YKa3aHbl CUHYCOBbIE UMMNYNbChI.

HOCTb MOXET ObITh IToZaBIeHa 60jiee BBICOKOM 4acTOTOMR
reHepupyeMbIX UMIYIbcoB (peHOMEH «overdrive sup-
pression»). [Tockonbky s JICY, o6ycIOBIEHHBIX BHY-
TPEHHUMU NIPUYNHAMU, XapaKTepPHO paclpocTpaHeHue
JlereHepaTUBHOTO IIpoliecca Ha MUOKap/ Npejacepaui,
3TO CO3/laeT OCHOBY /JI1 Pa3BUTUA Ipe/iCepAHBbIX apUT-
MUH, IPeX/e BCEro MepraTeabHON apuTMUH. B MOMeHT
MpeKpaleHuss apUTMUU CO3JAI0TCsA 61arompusTHEHIE
YCJIOBUA A Pa3BUTUA JJIMTENbHONH acHUCTOJNHUH, IIO-
CKOJIBKY aBTOMaTu3M CY u BozUTesel pUTMa BTOPOTO
IOpsAZIKA HaXOZAATCA B YIHETEHHOM COCTOAHUU. OTO,
KaK IpaBUJIO, IPUBOAUT K KIUMHUYECKOW CHUMIITOMAaTH-
Ke, U IOZI0OHOE COCTOAHME B BUZE CUHOpOMA MAXukap-
Juu—~b6padukapouu Brepsbie onucan Jl. lllopt B 1954 .
V3-3a pacrpocTpaHEHHOTro IOpa)KeHUd IpeJcepAuil u
Ba)XHOU poJU MapacuMnarudeckux BauaHui npu JCY
YaCThIM CONYTCTBYIOIUM COCTOAHUEM ABJIAIOTCA Hapy-
IIeHUs IIpe/icepAHO-KeTyJOUKOBOM IIPOBOANMOCTH.
Jucdynknusa CY u Hepas3phIBHO CBfA3aHHBIE C HeU
KJIMHUYECKHe IPOABIEHUA U COTYTCTBYONUIE aDUTMUHU
bopMUPYIOT  KJIMHUKO-3JIeKTPOKapAUuorpaduIecKuii
CUMIITOMOKOMILTIEKC. B. JlayH, Habsofas pas3iudHble
nposasyeHusa JICY mocie a3J1eKTpUieckod KapAuoBepcuu
MeplaTeJbHON apUTMUY C XapaKTepHOU HU3KOU YacTo-
TOH JKeJyZJOYKOBBIX COKPAIleHUH, BIEPBBIE ITPUMEHUII
TepMUH sick sinus syndrome, mepeBejeHHbII Ha PyCCKUI
SI3BIK KaK cuHOpom caabocmu curycogozo y3na (CCCY).
B pasbHeiiIieM 10/ 3TUM TEPMUHOM ObLIU OOBeAUHE-
HBI KaK caMu npossieHud [ICY, Tak U COyTCTBYOIIME
apUTMUM, BKJIIOYAS CUHAPOM TaxuKapAnU—O6paauKap-
AUY, U COIYTCTBYIOIIME HapylleHUsA NpezcepAHO-XKe-
JIYZIOUKOBOTO NpoBeZeHus. [lo3gHee OblIa AoGaBiIeHa
XPOHOTPOIIHAsA HECOCTOATENbHOCTh. [IponcxozuBInas

9BOJIIOLIMA TEPMUHOJIOTUHU IIPHBEJIa K TOMY, YTO B HaCTO-

sllee BpeMs IPeANOYTUTENbHBIM TEPMUHOM AJA 000-

3HAUEHUs JAHHOI'O CHUHJApPOMA SABJAeTCA OuChyHKuuUs

CUHYc08020 y3sa, a TepMuH CCCY mpezyiararoT UCIOJIb-

30BarTh B caydaax JACY ¢ KINHUYEeCKOM CUMITOMaTHUKOMN.

JlaHHBIY CUH/IPOM BKJIIOYAET B cebd:

e [IepCUCTUPYIOLIYIO, Yallle BhIpa>keHHYI0, CHHYCOBYIO
6paZiuKapAnIio;

® OCTAaHOBKM CHHYCOBOTO y3jJa M CHHOAaTpHaJbHBIE
OJIOKaBL;

e TIepcucTUpylomie QUOPWLIANMNIO U TpeleTaHHe
npeAcepAyii ¢ HU3KOM YacTOTON KeayJOUYKOBBIX
COKpalleHWH IpU OTCYTCTBUU MeJUKaMEHTO3HOU
ypexarmouel Tepanuy;

® CHUH/POM TaxXMKapAUN—OpaZuKapAny;

® XPOHOTPOIIHYIO HECOCTOATENbHOCTD.

EctecTBeHHOe TeueHue /ICY xapakTepusyeTcs cBoel
HeIpe/CcKa3yeMOCTbI0: BO3MOXXHBI JJIUTEJbHbIE IepU-
OZIBl HOPMaJIbHOTO CHHYCOBOI'O pUTMa M JAJUTeJbHas
peMuccusa KIMHUYecKou cumnroMmaruku. Ozuaxo ZICY,
IpeXxzie BCero oOyCJOBJIeHHAsd BHYTPEHHUMU IIPUYU-
HaM¥, y OOJBIIMHCTBA OOJBHBIX MMeeT TEeHJEHIIUIO K
nporpeccupoBanuio, 1 Cb B couyeTaHUU C OCTAaHOBKA-
Mu CY u CA-Giokazamu depe3 7—29 jseT (B cpefHeM
13 seT) AOCTUraeT CTENeHW IIOJHOTO IpeKpalleHU:d
CA-aKTUBHOCTHU. B TO Xe BpeMA CMEPTHOCTH, HEIIO-
cpencTBeHHO cBa3aHHaA ¢ JICY, He mpesslmnaeT 2% 3a
nepuo/ HabIeHus, paBHbI 6—7 rogaM. Bospacr, co-
MyTCTBYIoIIME 3aboseBaHus, ocobenHo MBC, Hanuyue
CepAeYHON HeJOCTaTOYHOCTH ABJIAIOTCA BRXXHBIMU DaK-
TOpaMH, ONpeJeaAIUMU NIPOrHO3: ToANYHasA CMepT-
HOCTh Ha HPOTSIKEHUH NEPBBIX 5 JIET HAGMIOAEHUA y
601pHEIX JICY U comyTCTBYIOUMMU 3200JeBaHUAMY HA
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4—5% mpeBbIlIaeT TaKOBYI0 y 60abHBIX 6e3 JICY Toro
’Ke BO3pacTa U C TOU JKe CepAe’YHO-COCYJUCTOU MaToJIO-
rueit. CMepTHOCTBD ke 601bHBIX ¢ JICY 6e3 COMyTCTBYIO-
el TaTOoJOTUU He OTAUYAETCS OT I'PYIIBI KOHTPOJIS.
Co BpeMeHeM BBIABIAIOTCA U IPOrpecCUpyroT Hapyle-
HUA I[peJcepAHO-KeTyJOUKOBONH INPOBOJUMOCTHU, Of-
HAaKO OHM He OBIBAIOT BBIPAXXEHHBIMU U HE BJIUAIOT Ha
nporHo3. bosbllee 3HaueHUEe HMeET POCT YHcaa CIy-
yaeB GUOPUIALINU TpeACEepANUi, OlleHWBaeMBbI Kak
5—17% B rog. VIMeHHO c Hell IpeXX/ie BCeTro CBA3BIBAIOT
BBICOKYIO 4acTOTY TPOMOO3MOOJIMYECKUX OCTIOXHEHUH
npu ZICY, Ha moito KoTopbix npuxoautca ot 30 1o 50%
BceX ciy4yaeB cMepTHU. [Ipu 5ToM IToka3aHo, UYTO IPOTHO3
GOJIbBHBIX C CHHAPOMOM TaXWKapAuu—6paJuKapauu
3HQUUTEJNBbHO XY)Ke [0 CPaBHEHUIO C MPOTHO30M Mallu-
eHTOB ¢ ZApyrumu popmamu JICY. ITO CAYKUT BaKHBIM
yKa3zaHWeM Ha HalpaBJieHUe JIeYeHUs TaKUX OO0JIbHBIX
¥ Ha HeOOXOJUMOCTHb TIIATeJIbHOTO BHIABIEHUs bec-
CUMIITOMHO NTPOTeKAaIIIUX Ipe/cepAHbIX apUTMUH.

B auarnoctuke JICY Ba)kHeHIel 3ajadeli sBIAETCS
TOATBEPXK/AEHNE CBS3W KIWHUYECKONW CHUMIITOMATUKU
¢ OpasuKapAuen, T. €. BbIIBJI€HUE KIUHUKO-3JIEKTPO-
Kapauorpaguyeckoi Koppeasiuuu. VIMEHHO ITO3TOMY
Ba)KHEUIIUMHU 3jIeMeHTaMu 06c/eJoBaHUSA CTAaHOBATCSA
TIIATeIbHBIN aHanInu3 Kanob 60JIBHOro, IOAPOGHO ONHU-
caHHBIA B pasgene «/JluddepeHranbHas JUarHOCTHKA
06MOPOKOB», U 3JIEKTpoKapArorpaduyeckoe obcieoBa-
Hue. [Tockonbky ctanzapTHyo OKI' peiko yzaeTcsa 3ape-
TUCTPUPOBATh B MOMEHT Pa3BUTHUA CUMIITOMOB, KOTOPEIE
HOCAT NIPEeXOoAAINUN XapaKTep, OCHOBHYIO POJb UTPaiOT
MeTO/B! AnuTenbHoro MmoHutopuposanua JKI. K HuM
OTHOCATCA XOJTepOBCkoe MoHuTopupoBaHue OKI, uc-
[M0JIb30BaHHE PETUCTPATOPOB COOBITUH C TIET/IEBOU Ta-
MATBIO, yZAaleHHOe (JoMallHee) MOHUTOPHUPOBAHUE
OKI' u nmmnantauua SKI-perucrparopos. Ilokazanua
K UX HCIIOJb30BAaHUIO CM. B pazjene «CrennaabHoe 00-
cienoBaHue GOMBHBIX C HAPYLUIEHUSAMHU PUTMa CepALa».
[Tonydyaemble C TIOMOIIBIO 3THX METOJOB pe3yJbTaThl
MpeOoCTaBAIOT BO3MOKHCTh BEIOpATh HallpaBIeHUE Jie-
yeHUA. Vcronbp3oBaHWe OZHOTO TOJIBKO XOJITEPOBCKOI'O
MOHUTOPHUPOBAHUA AJNUTENBHOCTBIO ZI0 7 CyT II03BOJIAET
YCTAaHOBUTh KJIMHUKO-3JIEKTPOKAPAUOIOrpadUIECKYIO
KOppesnALlyio He MeHee 4yeM B 48% cay4aeB. OgHaKO B
pAfe ciay4yaeB JaHHasd CTpaTerus AUArHOCTUKU JaeT
CJTUIIIKOM OTCPOYEHHBIA PE3yJIbTAT, YTO MOXKET OBITD He-
MIPUEMJIEMO B CBSI3U C TSXKECTHIO KIIMHUYECKOU CUMIITO-
MaTHUKU. B 9TUX ciydyaax NIpUMeHAT IPOBOLUpYOIIYe
TECTHl, KOTOPBIE, K COXKaJIEHNUIO, XapaKTepPU3YIOTCA J10-
CTaTOYHO BBICOKON YaCTOTOU JIOKHOIOJOXKUTENbHBIX U
JIOX)KHOOTPHUIATENbHBIX PE3YIbTAaTOB.

B kauecTBe OJHOTO M3 TaKUX METOZOB mpoba ¢ ¢u-
3MYeCKOM Harpy3KOH OKa3bIBaeT HEOIIEHUMYIO IIOMOIIb
B /UAarHOCTUKE XPOHOTPONHOM HeCOCTOATENbHOCTHU
u BeiABieHUu JICY, cBA3aHHOM B eCTECTBEHHBIX YCJIO-
BUAX ¢ puU3nyUecKoi Harpyskoi. B KayecTBe MpPOBOLM-
pylomux HelpopedeKTOPHBIX TECTOB BaXKHYIO POJIb
UT'paloT MaccaX KapoTHAHOTO CHHyca U TNacCUBHaA
opTrocratudeckas mpoba. [y OIEeHKU POJU BHEIIHUX

Y BHYTpeHHUX npuduH JICY uMeloT 3HaueHUue dpapma-
KOJIOTUYeCKHe TeCThl. [IpruMeHeHUe 3JeKTPOCTUMYJIA-
LM TIpejcepAuil ansa auarHocTuku /ICY orpaHuyeHo,
YTO CBA3AHO C HU3KON YaCTOTOM BBIABJIEHUS IIOJOXKU-
TEJbHOW KJIMHUKO-3JIEKTPOKapAUOrpaduyIecKo Kop-
penAnuy, a okasaHWeM K MHBasuBHOMY DPU ciyKuT
HEeOOXOJMMOCTb WCKJIFOUEHHUA WHBIX apPUTMHUYECKUX
IIPUYUH CUHKOTIAJIbHBIX COCTOAHUH.

Jleuenue OGonbHBIX ¢ JICY mpearmonaraer Cilexay-
IOIlYe HaIpaBJeHUA: YCTpaHeHHe OpafZuKapiuu C
ee KJIMHUYEeCKUMMU IPOABJIEHUAMHU, yCTPaHEHHE CO-
IyTCTBYIOIIMX HapylleHWH pUTMa cepjlia U Ipej-
yOpexJeHue TPOMOOIMOOIMYECKUX  OCJIOXKHEHUN
U, pasyMeeTcs, JedeHHe OCHOBHOTO 3abojeBaHUs.
BosnbHBle ¢ 6eccMMITOMHEIM TedeHueM JICY mpu OT-
CYTCTBUM OpraHMYeCcKUX 3aboJieBaHUU cepAlla U CO-
IyTCTBYIOMINX AapUTMUM JedeHUsA He TpebyoT. B To
’Ke BpeMs TaKue MallMeHTHl JO/KHBI u3berarh jgexap-
CTBEHHBIX IIpernapaToB, yrHerarwomux ¢yHkununo CY,
KOTOpble MOTYT OBITb Ha3Ha4yeHbl MO MPUYMHAM, He
CBA3AHHBIM C CepZIeYHO-COCYyAUCTON narosoruei (mpe-
mapaTel JUTUA U Jpyrue IICUXOTPOIIHBIE CpeZCTBa,
LIUMEeTUJWH, aJleHO3UH U Ap.). [Ipyu Hanu4uu opraHu-
YeCKHUX CepZleYHO-COCYAUCTHIX 3a00eBaHUM cuTyanusa
OCJIOKHSETC HEeOoOXOAMMOCThIO Ha3HaUeHUs TaKUX
npemnapatoB (B-aZpeHO6JIOKATOPEI, GJIOKATOPHl Kajb-
I[UeBBIX KaHAaJIOB, CepJeYHble TIUKO3UZAB). Ocobble
pobeMbl MOTYT BO3HUKHYThH B CBSI3M C Ha3Ha4YeHU-
eM aHTHapUTMUYECKUX IIpernapaToB JJA JieYeHUs CO-
NYTCTBYIOIUX apUTMHUI, Ipex /e Bcero GubpuIanum
npezcepAuii. Eciu npu aToM He yzaeTcsa Z0OUTbCA Ke-
JIaeMOT0 pe3yJIbTaTa BEIOOPOM JIeKapCTBEHHBIX IIpeTa-
paToB, B MEHbIIEH CTENeH! BIUAIOINX HAa GYHKIIHIO
CY, unm yMeHbIIeHHeM /03Bl IIpenaparoBs, TO YCYTY-
6ienne JICY ¢ mMogBJIeHUEM €€ KANHUYECKUX CHUMIITO-
MOB MOTpebyeT uMitanTaluu MBP. Y manueHToB ¢ yxe
uMelolelica cuMmnromMmatukoi JJCY Bompoc 06 uMIIaH-
tanuu IBP TpebyeT mepBooYepeHOTO PACCMOTPEHHU .

[TocTossHHAA 3NEKTPOCTUMYIALUA CepAlla ycTpa-
HAET KAWnHUuYecKkue npoasieHus JCY, HO He BIUAeT Ha
001IyI0 CMepTHOCTb. [1py 9TOM OKa3bIBAeTCsA, YTO OFHO-
KkaMepHas IpejcepAHasa ctumyaauusa (pexxum AAIR)
WM JByXKaMepHasd ctumyianus (pexxum DDDR) 06-
JIalaloT IPEeUMMYILIecTBaMU Iepe/, OJJHOKaMEPHOU CTH-
MynAnuen JkenyzodkoB (pexxum VVIR): moBbImaeTcs
TOJIEPAHTHOCTh K (QU3NYECKOH Harpyske, CHIDKAETCS
YacToTa MeHCMENKEPHOr0 CUHAPOMA U, YTO OCOOEHHO
Ba)XHO, CHIDKAeTCsd 4acToTa pasBUTHUA GUOPHIILIALUN
mpeAcepauii U TPOMOOIMOOTHUIECKUX OCIOKHEHUM.
Bonee Toro, BBEIABIEHB IIpeUMyllecTBa JAByXKaMep-
HOU CTUMYJIALMWU Ilepe] OJHOKaMEepHOM IpezcepAHON
CTUMYJIANEH — MeHbIlIad 4acTOTa PasBUTUA IApOK-
CU3MOB QUOPUILIAIIUY TIPEACEPAUN Y PeMMILIaHTaAUN
CTUMYJIATOPOB, KOTOPBIE TPebyIoTCsA IIPH NpecepAHON
CTUMYJIAIIVYA B CBA3KM C PAa3BUTHUEM HapyIIeHUU Ipej-
CEPAHO-KENTYZ0YKOBOU NMPOBOAUMOCTH. [I0OKa3aHO Tak-
)K€, YTO AJIUTENbHAA CTUMYJIALUA IIPABOTO XKeIyZOo4Ka
13-32 ZUCCUHXPOHUU BO30YK/JeHUA BhI3BIBAET Hapylle-
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HHUE COKPaTUTEJbHOU (PYHKIHMU JIEBOTO KeNyJouKa, U

Ui YMEHbIIeHUs YHCJIa HaBSA3aHHBIX JKENTYZOYKOBBIX

BO30YXKZEHUM TIPU ABYXKaMEpPHOW CTUMYISALHNHU TPHU-

MEHSIOTCSA aJTOPUTMBI, JAalollre MPEeUMYIIecTBO CcOo6-

CTBEHHBIM IIPOBEJEHHBIM Ha JKEJNyJOYKU HMITYIbCaM.

TakuM 06pa3om, B HACToOsIIee BPEMS METOZOM CTHUMY-

JIAIIUY TIepBOTO BbIGOpa TpU3HAETCA /ByXKaMepHas

CTUMYJISAIUSA Cep/Alia C YaCTOTHOM aZiamTaliiei u yrmpas-

nenveM AB-3azepxkkoii (DDDR + AVM).

CrnenyeTt, 0OfHAKO, YYUTHIBATh, YTO B CiIy4dae pa3BU-
i [JCY B CBA3U C MPEXOASIIMMY, IBHO 06paTUMbIMU
MpUYMHAMHU BONIPOC 06 WMIUIAHTALIUKU KapAUOCTHUMY-
JIATOPA JOJKEeH OBITh OTJIOXKEH, a JIeYeHHe HalpaBiIeHO
Ha Koppekuwuto Be3BaBux JICY cocTosHUH (Tlepeso3u-
POBKa JIEKAPCTBEHHBIX MTPETapaToB, JIEKTPOJUTHEIE Ha-
PYUIEHUSA, TOCAeACTBUSA NHPEKITMOHHBIX 3a60IeBaHUT,
auchYHKIUS IIUTOBU/IHOM JKeye3bl U T. Z.). B KauecTBe
cpezactB ycrpaHeHus JJCY MoryT ObITh HCIOJb30BaHBI
rpemnaparsl aTpPONMHA, TeOPUINHA, BpEMEHHas 3JeK-
TPOCTUMYJIALUA cepAlia. [lepcUcTUPYIONyI0 GUOPHII-
JISIIUIO TIPEJICEPANY C HU3KOW YaCTOTOU JKeTyZOUYKOBBIX
COKpallleHU# CcJIelyeT pacCMaTpuBaTh KaK eCTeCTBEeH-
Hoe camousiedeHure oT /ICY u Bo3zep:KUBaThCA OT BOC-
CTaHOBJIEHUS CUHYCOBOI'O pUTMa.

AHTUTpOMOOTHYECKAsA Tepamusa [JOKHA MPOBO-
JUTHCS BO BCEX CIyYasX COMYTCTBYIOIIUX ITPeACEPAHBIX
TaXWapPUTMUU B IIOJTHOM COOTBETCTBUU C PeKOMEHaIIU-
SIMU TI0 @aHTUTPOMOOTHUYECKON Tepanuu GUOPUISAIAN
npezacepauii (CM. COOTBETCTBYIOIIMU paszen Pexomen-
Jaiui).

C y4eToM COBPEMEHHBIX METOZOB JieUeHHUs IPOTHO3
JICY ompegensieTcsi OCHOBHBIM 3aboJjieBaHMEM, BO3pac-
TOM, HaJTUIUEM CEPAEYHON HEJOCTATOYHOCTH U TPOMOO-
3MOOJMYECKUMHU OCJTOKHEHUSIMU, Ha YaCTOTY KOTOPBIX
MOT'YT BJIMATH ajZieKBaTHas aHTUTPOMOOTHUYECKAS Te-
pamnusa M aZileKBaTHBIA BBIOOD peXKUMa 3JIeKTPOKapAHO-
ctuMmynanuy. [Toka3aHUA K MOCTOSHHOM CTUMYJIALNU
cepAra npu AUCPYHKIIUU CUHYCOBOTO y3JIa IPUBEZEHBI
HUXKe.

Hmnaanmayus anekmpokapouocmumyasimopa no-
Ka3aHa:

1. Korza ycraHOBJIeHa CBfI3b MEXAY KJIMHUYECKUMU
CUMIITOMaMH U 3JIeKTPOKapAUOTrpadpuUIecKUMU MIpo-
SABJIEHUAMU AUCOYHKIUU CUHYCOBOT'O y3Ja, CIIOH-
TaHHOU WJIU ITPOTE€HHOU KaK CJIeCTBUE ATUTETbHON
JIeKAPCTBEHHOU Tepamuy, OT KOTOPOU HEeNb3d OTKa-
3aThCs.

2. TIpy XpOHOTPOIIHOM HeCOCTOATENbHOCTHU, COIIPOBO-
JKAaroleicsa CMMIITOMaTHUKOM.

Hmnaanmauyus snekmpokapouocmumyasimopa ue-
Jniecoobpasna:

1. IIpu AuCPYHKIMU CUHYCOBOTO y3J1a C YaCTOTOM PHUT-
Ma cepzna MeHee 40 MUH"!, BOSHUKAIOIIEH CIIOHTaH-
HO WJIU BCJEJCTBHE HEOOXOAUMOU JieKapCTBEHHOMU
Tepamnuu, Korjla 4eTKas CBS3b MEXAY BBIPA)KeHHOU
CUMIITOMATUKOM, XapaKTepHOU A1 6paguKapaAnu, u
JeWCTBUTENbHBIM HaJIUYUEM OpafiuKapAuu He J0KY-
MeHTHPOBAaHa.

2. [Ipu CUHKOTIAIBHBIX COCTOSHUAX HEBBIICHEHHOTO MTPO-
HCXOX/IEHU, KOTZIa BhIpa)KeHHbIE HapyUIeHUsa GyHK-
L[ CHHYCOBOTO y3JIa YCTAHOBJIEHBI MO pe3yIbTaTaM
JOU.

Hmnaaumauyus  31eKmpokapouocmumyasmopa

Moxcem obcymcdamubcs:

1. Korga mocTosiHHAs 4acTOTa PUTMa CepAlia BO BpeMs
604 pCTBOBAaHUSA COCTaBsAeT MeHee 40 MUH™ IPU MU-
HUMAaJIbHO BEIpaKEHHOU CUMIITOMAaTHKE.
Hmnaaumauyus anekmpokapouocmumynsimopa He

nokasaua:

1. TIpu AuCPYHKLIMU CHUHYCOBOTO y3ya Yy OOJBHBIX 0Oe3
KJIMHUYECKOW CUMIITOMAaTUKH, BKJIIOYas TeX, ¥ KO-
TOPBIX CHHYcOBas Opajukapaus MeHee 40 MuH!
SIBJIIETCSA CJI€[ICTBUEM JJIUTENbHOM JIeKapCTBEHHOM
Tepamnuu.

2. Ilpy AucOYHKIMY CHUHYCOBOI'O Y3J/a, €CIH YeTKO J0-
KYMEHTHPOBAHO, YTO CUMIITOMBEI, IIpeJIloaraBiine
Hasuyne 6pauKapAny, B 1eiCTBUTETbHOCTH He CBs-
3aHBI C PeIKMM PUTMOM.

3. IIpu AuCOYHKIUKM CHHYCOBOTO y3j7a C CUMIITOMaMHU
6pasuKapAuY, BBI3BAHHOH OOpAaTUMBIMM IPUYMHA-
MU WJIM JIeKapCTBEHHOU Tepamueil, He ABIAOUIeNCS
HeobXOZMOIA.

3.2. IIpedcepOHo-ucenydoukosvle 610Kadbl

BosHUKaA B CUHYCOBOM y3Jie, 3JIeKTPUYECKHE UMITY/IbCh
PacIpoCTpaHAKTCA 1O TNpeAcepAusaM, AB-ysimy, mydky
I'nca u ero pasBeTB/IIEHUAM U Yepe3 BOJIOKHA [lypkuHbe
JIOCTUTAIOT MUOKapZa Kelay[OUKOB, IZle BBI3BIBAIOT KX
MexaHHYecKoe COKpallleHue. 3aJepKKa UMIIyabca II0
OTHOIIEHUIO K HOPMaJIbHOU CKOPOCTHU IIPOBeIeHUSA WU
IIpephIBAHME €ro pacHpoCTpaHEHUs B KaKOM-IH60 OT-
Zene mpoBoAsamel cucrembl cepzana (IICC) osHauaer
6yokazy npoBeieHus. Ecau mosHoe O6JI0KUpPOBaHUe
UMIIYJIbCOB IIPOMCXOAWUT Ha TakoM ypoBHe IICC, uTo
BO30yXKZeHHe He J[JOCTHTaeT MUOKapAa >KeJyZOYKOB
(mpezAcepAHO-KeTyA0YKOBas 6J10Kaza), MOXKET Pa3BUTh-
¢ 6pauKapAusa CO BCEMH BBITEKAIOI[UMH IeMOJUHA-
MWYECKUMU U KJIMHUYECKUMHU IOCAeACTBUAMU. Ecian
9TOr'0 He IIPOUCXOAUT, HAPYIIEeHUA IIPOBOAUMOCTU IIPU
CBOEM TIPOTPECCUPOBAHUU CIOCOOHBI, TEM He MeHee,
JIOCTUTATh YPOBHA OJI0KaZ BHICOKUX CTENEeHeH, U K HUM
IIPUMEHNMO B KadecTBe IIPEBEHTHUBHON MepHl TaKoe
JKe JIeYeHUe, KaK [/ 3TUX KIWHWUYEeCKU Pa3sBePHYTHIX
¢dopm. [ToaToMy paccMOTpeHHE UX B KOHTEKCTe Opaiu-
apUTMUI BIIOJIHE YMECTHO.

Biiokazbl cepAlla UMeIOT MHOTOOGpa3Hbie MPOsBIie-
HUA. B 3aBUCHMOCTH OT CBOero xapakTepa W CTeNeHU
BBIPQ)KEHHOCTU OHU MOTYT INPEJCTaBIATb COOOU HOp-
MajbHOE sBJIEHHEe, OTpa)kafd pe3yJIbTaT aBTOHOMHBIX
BJIUAHUHN, U BCTpeUYaThCA y 3Z0POBLIX JioZeii. Ho gamge
OHU ABJIAIOTCA MATOJOTMYECKUM COCTOSHUEM, CBA3aH-
HBIM C TeM Wiu MHBIM nopaxeHueMm IICC. Ilpu sTom,
kak ¥ npu JICY, IpUYMHBl pa3BUTUA HapyUIEeHUH Ipo-
BOZUMOCTHU MOTYT OBITh BHYTPEHHUMHU (OIIPeEeIAI0TCSA
OpraHu4yecKUM IIOpa)eHUEM IIPOBOZALIUX CTPYKTYP)
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Y BHEIIHUMH (CBA3aHBI C aBTOHOMHBIMU BJIUAHUAMU,
JIeHICTBHEM JIeKapCTBEHHBIX IperapaToB, MeTaboanye-
CKUMU U JJIEKTPOJUTHBIMU HapyUIeHUsAMU). Brokazabl
MOTYT OBITH BPOXK/JEHHBIMH U IPUOOPETEHHBIMU.

Hawubosnee yacToli NMpPUYMHOW pasBUTUS mpuobpe-
TEHHBIX IIpe/iCepPAHO-KEeNTYJ0UYKOBEIX OJI0KaJ, Ha JOJIO
KOTOPBIX IIpUuxoguTcsa okoso 50% Bcex ciy4aes, ABJA-
eTca HUAMONATHYECKOe IpOrpeccupylollee MOpakeHue
CIenuaIu3NpPOBaHHON TIPOBOAALIEH CHUCTEMBI CepAla,
CBsA3aHHOE C BO3pacToM. OHO MOXET IPOSBJIATHCA Jere-
HEpaTUBHO-CKJIEPOTUYECKUMH W3MEHEHUSAMU BHYTPHU-
JKeJTyJOYKOBOM TPOBOASAIEN crucTeMbl (601e3Hb JleHerpa)
ni ¢ubpo3oM U KanmbliuduKanueid TPOBOAAIINX CTPYK-
TYP, UCXOAAMNMHI U3 COEAVMHUTETHPHOTKAHHOIO KapKaca
cepana (bosne3us Jlea). [IposBisschk nmoHavyany daciu-
KyJIspHBIMU 6JI0KazaMu y JaulLl cTapire 50 jeT, 3TU Ipo-
I[eCChI, Me/IJIEHHO IIPOTIPeCCUpPYs, IPUBOJAT K Pa3BUTUIO
[IOJIHOW  TIpe/icCepAHO-KeNyZJIOYKOBOH  Ol0KazAbl. OTHU
3aboseBaHUsA SBAAIOTCI Ba)KHON COCTAaBHON YacThiO
BBIZIEJIIEMOM B HACTOAIee BpeMsA I'PYIIIBI IIPOrPeCcCH-
PYIOLINX TTOPa’KeHUH MPOBOASIIIEN CUCTEMBI, KyZa BXO-
JAT IepBUYHbIE N30JIUPOBaHHble opakeHus IICC, aia
YaCTU KOTODPHIX YCTAHOBJIEHA UX I'eHeTHUYecKas IIPUPO-
Aa. JIpyroil BaKHOM NIPUUYUHOMN IIpeZcepAHO-KeNyA0u-
KOBBIX 0OJIOKaZ, oxBaThIBawoleir okoso 40% ciyyaes,
SIBNsAETCs UlleMudeckas Oose3nb ceppna. [lopakeHue
[1CC mpy 3TOM IPOUCXOAUT KaK B pe3yabTaTe nHapKTa
MUOKAapZa, TaK U [0/ BIUIHUEM XPOHUYECKOH UIIEMUN
MUOKapza. JlereHepaTHBHOMY IIPOLIECCY CIOCOOCTBYIOT
IIOKUJION BO3pacT, apTepraJbHas TUIIEePTOHUA U caxap-
HBIN AuaberT.

[Tpu mopokax aopTajJbHOI'O M MHUTPAJbHOTO KJjama-
HOB $UOpPO3 U KanbIubUKAIUs KIAMaHHBIX KOJIEI[ MO-
ryT pacnpocTpaHATbca Ha I[ICC. [Ipu xupyprudeckux
BMeIIAaTe/JbCTBAX I10 IIOBOAY ITUX U APYTHX IIOPOKOB
cepAlla ollepallOHHasA TpaBMa MOXET IPUBECTH K OJI0-
Kagam cepaia. OHM MOTYT pa3BUTHCA KaK OCJIOKHEHUE
B X0/le PaZIMOYaCTOTHBIX KaTETEPHBIX BO3/EUCTBUHU IO
MIOBOZLY HA/XKETYAOYKOBBIX TaXUKApAUM WU B PE3YJIb-
TaTe psMoro Bo3zeicTBus Ha [1CC ¢ uesnapio popmupo-
BaHUA OJIOKAZABI 11 KOHTPOJIA YACTOTHI KETYAOUKOBBIX
COKpallleHUH IIpu MepliaTeIbHON apUTMUH.

K pasBUTHIO TpeAcepAHO-KeNyIOIKOBHIX GI0Kas
CIIOCOOHBI TTPUBOAUTL MHpeKIuu (MatiMckas 60Je3Hb,
TOKCOILIa3Mo3, AudTepus, 6oyse3Hp Yaraca, cuduimc),
UHQUIBTPAaTUBHBIE 3aboneBaHus (aMUJIOWZAO3, cap-
KOuz03, JUMQOrpaHyIeMaro3 U [Jpyrue JUMGOMBI,
MHOXXeCTBEHHAs MUeJOMa), BOCIAJWTEJNbHble U ay-
TOMMMYHHBIE IPOLIECCH], PEHTIEHOBCKOE OOIydYeHUe
IPYZHON KJIETKH, a TaKXe KapJUOMUONATUH, HEHpo-
MBbIIIeYHbIe 3a60/eBaHuA (MUOTOHUYECKAsA MBIIIETHAS
puctpodus, curzpom Kupuca—Ceiipa, MmuonaTtus Ipba
Y IepoHeasIbHAA MBIIIeYHasA aTpodusd).

HapymeHusa NOpoOBOAMMOCTH MOTYT OBITH CBf-
3aHBl C /JIeCTBUEM JIEKAPCTBEHHBIX IIPEIapaToB
(B-azpeHOOIOKATOPHI, BepamaMui, AUITHA3EM, JUTOK-
CUH, aHTHapuTMuveckue npemnaparsl [ u IIl kimaccos, a
TaKXe KJIOHWAWH, IIPerapaTsl JUTUSA U AP.), YCUIEHHbI-

MU TapacUMIaTUYeCKUMU BAUAHUAMU (60Jb, Maccax
KapoOTU/JHOTO CUHYCa U [p.), TOKCUYECKUMU BO3JeH-
CTBUAMHU, I'UIIOKCHEH, TUIIEpKaTueMUel, TUITI0- U THIep-
TUPEO30M.

BpoxxzeHHEBIe 6JI0KA/BI CepALia MOTYT BO3HHUKATh B pe-
3yJIbTaTe BHYTPUYTPOOHOIO BO3ZEMCTBUA MAaTEPUHCKUX
QHTUTeJ Ha KJeTKU AB-y3na (BOT4aHOUYHBIM CUHJPOM
HOBOPOXXAEHHBIX) WU MOTYT OBIThH CBSI3aHBI C JPYTUMU
BPOXX/ZIEHHBIMY MOPOKaMHU cepzua. IIpu aTom Habroza-
I0TCA 4YeTblpe BapuaHTa narosoruu IICC: oTcyTcTBuUE
CBsI3M MUOKapza Iipefcepaunii ¢ AB-y3iom, mpepsiBaHue
cBA3U MexJy AB-ysyioM u nmydykoM ['mca Ha ypoBHe Iie-
HeTpUpPYIOLIero oT/esna Iydka, IpepblBaHNe 1IeJ0CTHO-
CTU IPOBOJAIIEN CUCTEMBI HA YPOBHE BETBJIEHUA HOXXEK
myudka ['vca v HeHOpMasibHOE GOPMHUPOBAaHUE C IPEPHI-
BaHUeM yuKa ['uca. [IpepbrIBaHUSA IPEACTABASIIOT COO0M
¢$ubpo3HOE U KUPOBOE, BO3MOXKHO C KaIbIIUPUKATAMU,
3aMelleHUe clrieltvanusnpoBanHol Tkanu [ICC.

Ha ocHOBaHMU 3JIeKTpOKapAHOrpadpruIeCcKux IpOsB-
JIEHUH TpeAcCepAHO-KeNyJOYKOBEIE OJIOKaAbl MPUHATO
KJIacCUGUIIMPOBATh IO BBIPAXKEHHOCTH HapyIIEeHUH Ha
6sokazy I, II u III crenenu. [1o ypoBHIO HapylleHUH B
[1CC pa3nuyaloT npejcepAHyo 6JoKaay, 6J0Kay BhIle
nyyka ['uca, BHyTpH Ity4ka ['uca u HUKe ero.

[lpeacepaHo-KenyAoukoBass  Gmokagza 1 creme-
HU 1nposasiderca Ha OKI' yajiuHeHuMeM UWHTepBa-
sna PQ (puc. 41, A). IIpu yactoTe puT™Ma Huxe 70 MUH™!
JJINTENbHOCTh 3TOTO MHTEpBaja B HopMe He IIpeBbHIIIaeT
210 MC 1 UMeeT TeHZEHIIUIO K YKOPOYeHUIO IIpU BO3pac-
Tanuu YCC. Y 30pOBBIX JIUL, TPAH3UTOPHOE Pas3BUTHE
TpeZicepAHO-KEeTYI0YKOBOM 60KaAbl I cTeneHn He sB-
JifeTcs peAKOCThIo U HabofaeTcs y 12% MOAPOCTKOB U
y 4—6% MooABIX B3pocibix. [locTossHHasA dopMa mpes-
CEepAHO-KeNyJOIKOBOU OJI0KAABI I cTeleHn y B3pOCIBIX
crapue 20 jeT BCTpevyaeTcs He dalie 4eM B 1% ciyvaes,
mocsie 50 JIeT 3TOT MOKa3aTesb Bo3pacTaeT A0 5% u 60-
Jiee, a y iu1 cTapiie 65 jeT MoxeT AocTuratb 30%.

Y nur 6e3 opraHudeckux 3aboeBaHu cepAlia C mep-
CHUCTUPYIOIIEH TpeacepAHO-KeNTyA0UKOBOM O6I0KaZ0MH
I cTeneHU IpU HOPMAJIbHOM AJUTEIBHOCTU KOMILIEK-
ca QRS Ba)XHO OLIEHUTH, CBA3AHO JIM HapyIlIeHUE IIPO-
BOZIIMOCTH C BHYTPEHHUMU IPUYMHAMU U KaKOH OTAe
[ICC HeceT 3a 3TO OTBETCTBEHHOCTb. OTYACTU 3TO MOXKET
OBITh C/IeJITAHO Ha OCHOBE HEMHBA3UBHBIX UCCIIEJOBAHUIA:
dbapmakosoruyeckoit mpobbl ¢ aTPOMUHOM U TMPOOHI C
dusnUecKoll Harpy3KoH. YKOpOoUeHe ¥ HOpMau3alus
nHTepBasa PQ npu oTux mpobax yKaselBaeT Ha BaryCcHoOe
IIPOUCXOXKJeHue OJ0KaZAbl U OIaronpUATHBINA IPOrHO3.
OTcyTcTBUE yKOpodeHUA HMHTepBana PQ (puc. 41, A),
a Takxke ycyrybieHue O6JOKaAbl CBUAETEIbCTBYIOT 00
OpraHu4ecKol INpupoze HapyuleHudA. [losararoT, 4YTO
JUIUTENbHOCTh nHTepBaia PQ 6osiee 300 Mc U €0 BIpa-
JKeHHas BapuabeslbHOCTh CBHUJETENIbCTBYIOT O Hapylle-
HUAX Ha YpOBHe AB-y3ia.

B 1mesoMm mporHos mnpu IpeAcepAHO-KeTyJouKOBOMN
6y10kazie I creneHu 61aronpusiTeH B CBSI3U C Me/JJIEHHBIM
nporpeccupoBanueM nopaxeHud IICC. Y aun Mosoxe
60 seT yacTtoTa mepexoja MepCUCTUPYIOUEN IIpezcep-
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PucyHoK 41. dnektpokapanorpapuyeckme nposBaeHna NpeacepaHo-xKenynoukoBbix 61okag | v Il ctenenn. A. lMpeacepaHo-
Kenyaoukosasi 610kaga | crenenu; 1, 2 u 3 — nocnegoBatenbHble dparMmeHTol IKI Npu BbINOJHEHWU NPO6LI ¢ GU3UYECKOW
Harpyskoi. b. MpeacepaHo-xenyaoykosas 610kaga |l ctenenun tuna | no Mo6uTuyc nepuoankon BeHkebaxa 5:4. B. [laneko
3awenwasn (2:1) npeacepaHo-xenyaoukoBas 61okaga Il ctenenun Tuna | no Mo6utuy. T. MpeacepaHo-xenyaoykoBas 610Kkaga
Il ctenenn TMna Il no Mo6uTLY ¢ Nnepexo4oM B JaneKo 3aleAllyio 6J10Kady Npu yyYaleHnn npeacepaHo UMnynbcaLmm
CHayana 2:1, 3atem 8:1 ¢ BbiCKaAb3biBaOWMM MMNYNbCOM U3 AB-coeanHenus. [l. MpeacepaHo-xenyaoukosas 610Kajaa

Il cTeneHn Ha GoHe TpeneTaHWs NPeACePAni C ANU300M BbiPaKEHHOW BpaanKapanu.

THO-KeJTYA0UYKOBOM 6yoKazbl | cTeneHu B GyoKaay 60-
Jiee BBICOKOH CTeIeHU He MpeBbiniaeT 4%. JleueHus, Kak
MpaBujo, He TpebyeTcs, HO ClIeAyeT MPOSBIATH OCTO-
POXKHOCTh TIPU TpHUEME JIEKApCTBEHHBIX IPEapaTos,
BJIUAONINX HA IpPeACepAHO-KETYA0YKOBYIO ITPOBOAU-
MOCTb, ¥ U36€eraTh BO3/IeHICTBUA MHBIX TTPOBOIUPYIOIUX
¢dakTopoB. EcTb, 0OHAKO, UCKJIIOUEHUE: HEHPOMBINIEY-
Hble 3a60/IeBaHUsA, TIPU KOTOPBIX BO3HUKIIEE Hapylile-
HUe MPOBOJUMOCTH CKJIOHHO K IPOTPECCHPOBAHUIO C
HeIpeACKa3yeMbIM 110 CPOKaM Pa3BUTHEM ITOJTHOM MpeJ-
CEPAHO-KENTYAOUKOBOU GI0KaZbl. B 3TUX ciydasx gaxe
pu 6;10kazie [ cTeneHu MOXeT O6BITh pAaCCMOTPEH BOTIPOC
o npeBeHTUBHON uMILTaHTanuu DKC (cM. HUXKe IToKa3a-
HUA K UMIUIAHTAIIUH).

[peacepaHo-KenyzouKoBasi Onokaza I cremeHu
0OBIYHO TIpOTEKAeT 6€CCUMIITOMHO. JIUIIb TIPU 3HAYH-
TEeJIbHOM yJJMHeHUUu uHTepBana PQ (6osee 300 mc)
13-3a TIPeACEPAHO-KENTYA0YKOBOH AUCCUHXPOHUU MO-
JKET pPasBUBATbCS COCTOSIHHE, KIMHUYECKU OJIU3KOEe K
nelicMeiKepHOMY CUHPOMY, YTO TIPOSIBJIAETCS, IPEKIE
BCEro, B yCJIOBUAX GU3UYecKoi Harpy3ku. Ocoboe 3Ha-

YeHHe 3TO UMeET Y GOJMbHBIX C XPOHUUYECKOU CepAeTHOM
HEIOCTAaTOYHOCTBIO U B pPAZle CIy4aeB MOXKeT MoTpebo-
BaTh JIEUEHU C IIOMOIIBIO TIOCTOSHHON 3JIEKTPOKaPANO-
CTUMYJIALUU.

[pencepaHO-Keny0UYKOBOUM Oinokazoi Il creneHu
0603HaYAIOT IEPUOAUYECKIE TIPEPBIBAHUS TIPOBEJEHU S
npeAcepAHbIX UMITYIbCOB Ha XeayZouku. [1o ajmekTpo-
KapauorpauyecKkuM TMPOSBIEHUSM pasaddyaioT JABa
THMa 3ToM 6;10KazAbL. [Ipu mepBom Tute (turm [ mo Mo6ur-
1ly) HabJoJaeTcs MPOrpeccupylollee yAJUHEHUE WH-
TepBajia PQ B cepuu mociesoBaTeNbHBIX BO30YKAEHUN
npefcepAni, MPOBeZleHHBIX Ha KeJayJOouKH, Iocjie 4ero
HacTymaeT BblMajieHUe odyepeAHoro komiuiekca QRS c
pasBuTueM nay3sel. [locie 3Toro KkapTuHa MOBTOPAETCH,
4TO IPUBOJAUT K MEPUOAUYECKOMY IIpOLieccy, Ha3blBae-
MoMy nepuozgukoil Benkebaxa (puc. 41, B). Xapakrep-
HBIMU JIONOJHUTEJbHBIMU IIPOABJIEHUAMU 3TOI'O TUIIA
6JI0KaZBI CIIYKAT IIPOrPECCUBHOE YKOPOUYEHUE UHTEPBa-
J0B RR mepes may3oi (AIUTENIbHOCTD MMay3bl BCEria KO-
podYe YABOEHHOTO Ipe/IIecTByoIero nHrepsasa RR) u
MeHbIIadA JJUTeJNbHOCTh UHTEpPBaia PQ B mepBoM mociie
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ay3bl CEpZIeYHOM IIUKJIE, YeM B ITOCJIeTHEM MIepe/T BbITa-
neHreM KoMmIiekca QRS mukie.

Yucio mpoBeIeHHbIX IPe/CEPAHBIX UMITYIbCOB B TIe-
pUoZie MOXKET MEHATHCS; CUIbHOE BIUSHUE HA 3TO OKa-
3BIBaeT 4YacToTa IIpeJicepAHON uMIynbcanuu. [Ipu ee
yBeJIWYeHUU YUCJIO IIPOBeJeHHBIX MMIIYJbCOB CHUIKa-
eTcs BILUIOTh [I0 Pa3BUTHUsA JajieKo 3aliefiieit 610Kaabl
II cTeneHu, HaYaJIbHBIM MTPOSBIEHUEM KOTOPOU CIYIKUT
OTHOIIIEHWE YWCJIa MPeACEPAHBIX UMITYIbCOB K YHUCTY
IIPOBEJIEHHBIX Ha KelyzZouku 2:1 (puc. 41, B). [Ipu ycu-
JIEHWU TIapaCUMIIaTUYECKUX BIUSHHUN TOZOOHAs Kap-
THHA MOXXeT Hab/o4aThcs Ha GOHE CHUIKEHUS YaCTOTHI
Ipe/cepHOM UMITYIbCALINH.

Hapsgy ¢ onucaHHOU KJIacCUYeCKON KapTUHOU Mepu-
onuKu BeHkebaxa HaOMIOJAIOTCS aTHUIIUYHBIE (GOPMHBL.
OzHa U3 HUX CBf3aHA C HAJIMYVEM IBOMHOT'O Iy TU IIPO-
BefleHUsT B AB-y3jie U TPOSABJIAETCS CKAYKOOOPa3HBIM
yAJUHeHVeM uHTepBaia PQ B MOMeHT, Korjja HacTymnaeT
6JI0Ka/la UMITyJIbca B OBICTPOM IYTH NpOBeAeHU. [Ipy-
roll BapuUaHT, BCTPEYAIOUIUICS Yallle, XapaKTepu3yeTcs
OTCYTCTBHEM IJITAHOMEPHOTO YAJIMHEHUSA nHTepBasa PQ
repe/i BBITIAAIOMMM KoMIIekcoM. Ho U B aTOM ciydae
Ha IPOTSKEHUU He MeHee JIBYX ITMKJIOB Ilepes I1ay30i
MOXXKHO BBIABJIATDH IIYCTh He3HAUUTEJIbHbIE, HO OYEBU/-
Hble yJJIMHeHUA MHTepBana PQ, a B mepBoM Iocjie Iay-
3Bl IIUKJIE [JIUTEIbHOCTh WHTEepBasa PQ oOKa3bIBaeTcs
MeHBIIIe, YeM B IIPEABIAYIINX. DTy GOPMY MpeacepAHO-
JKEJY0YKOBOM OyoKazbl 11 cTenmeHu Tuma [ jerko ciy-
TaTh C APYTUM TUIIOM 610KazZbl — Trma II mo MobuTiry.

Tun II mpezacepAHO-KeTYAOIKOBOM Oyokazbl II cre-
[IeHW XapaKTepu3yeTcs HEU3MEHHBIM IO JAJIUTENbHOCTU
uHTepBasoM PQ mepe 6JIOKUPOBAHHBIM MPeACEPAHBIM
UMITYIbCOM | Tociie Hero (puc. 41, I'). CooTBETCTBEHHO,
JUINTENbHOCTh BO3HUKAIOIIEH Iay3bl paBHA JBOMHOMY
npezliecTByoIEeMy nHTepBasy RR. Kak u B ciy4ae 6J10-
Kazpl TUMa I, mpu yBeJUYeHUHN 4aCTOTHI IIpejcepAHOMN
UMITyTbCallUM MOYKET HabII0ZaThCs pa3BUTHE [JAJIEKO
3amreznieii 6;okazabl Il cTermeHu ¢ KpaTHOCTBIO 2:1 Wiu
6oubiie (puc. 41, ).

[IpeacepaHo-KenynoukoBas 6iokaza Il cremeHu
Tuna I B mosaBismoIieM OOJBIIUHCTBE ClydaeB 00y-
CJIOBJIEHA HapyllleHueM IIPOoBe/leH Ha YpoBHe AB-y3ia.
B npexozsmeii popMe HOUBIO BO CHE OHA MOXET PEru-
CTPUPOBATHCS ¥ MOJIOABIX 3[0POBBIX JIUI], OCOBEHHO Yy
XOpOIIIO TPEHUPOBAHHBIX CHOPTCMEHOB. [IporHo3 mpu
3TOM abCoyOTHO 6GiarompusATeH. B mepcucTUpyomei
dopme mpezacepAHO-KeNTyAOUKOBas Oyokaza [ creme-
HU Tuna [ B HopMe HUKOI/Zla He BCTpedyaeTcs, U IPOTHO3
ompeziesideTcsA BbI3BaBLIeH ee MpuYWHOH. Ilpu codeTa-
HUU C HapYUIEHUSIMU BHYTPHIKETYJOUYKOBON ITPOBOAM-
MOCTH, MIPEATIONATAION[UMU JOKAJTU3AIUI0 TTOPaXKeHU
HIDKe Ty4yka ['mca, cymecTByeT BBICOKAs BEPOSITHOCTH
Pa3BUTHUS TOJHOHN MpeAcepAHO-KeNyJ0UYKOBOU 6JoKa-
Abl. KinHu4eckre MpOABJIEHUS 3aBUCAT OT YaCTOTHI
pUTMa cepZla, KOTopas MOXKeT XapaKTepU30BaThCs BBI-
paskeHHOU OpasukapAvel, eciu 6J0KaZa CTaHOBUTCSA
Jlajeko 3amezineii. be3 3Toro mpu AJTUTETBHOM CyIIe-
cTtBoBaHUM Osokazel Il cremeHu Tuma I MOXKeT pa3BH-

BaTbCA KJMHMUYECKas CHMIITOMaTHKa, HallOMUHAIOIAsa
neficMeKepHBIN CUHAPOM.

[peacepaHo-KenyAOUKOBasi 6yoKaza Il cTemeHu THU-
na Il Bcerza cBA3aHa c HApyILIEHUAMU [IPOBEAEHUA HUXKE
AB-y3na. [Ipu nopakeHnU Ha ypoBHe myuka ['uca (20%
ciaydaeB) KomIiekchl QRS mMeroT HOpManbHYIO IIPO-
JOJKUTENBbHOCTD. [Ipu mopakeHUu HU)Ke yPOBHA MydKa
I'uca mpejcepAHO-KeNyIOUKOBasA 6JI0KazAa, Kak MpaBU-
JIO, COTTPOBOXK/AETCA HAPYLUIEHUAMU BHY TPUIKENTYJOUKO-
BOTO NPOBeZIeHU B BHe GpaclUKYIAPHBIX OI0KAJ WIN
6y10KaZ HOXKeK mydka ['mca. [Ipu 3ToM THUIEe 6GIOKaZbI
IIPOrHO3, B OTJIMYMeE OT TUMa I, HeGIaronpuaTHEIH, II0-
CKOJIbKY HEYKJOHHOe IIpOorpeccHpoBaHUe HapylleHUi
NIPOBOJVMOCTH 4YacTO NPUBOAUT K YCTAaHOBJIEHUIO IIOJ-
HOWU IIpe/ICepAHO-KeNyOIKOBON 6I0KaIbL.

K mpezcepaHO-KeTyZ0OUKOBEIM O0Kazam II cTeneHun
cJIelyeT OTHOCUTD OpaCUCTONIMYECKYI0 pOPMY MepIia-
TeabHON apuTMuU. PakTHUUeCcKU MPHU JaHHON apUTMUU,
3a eJMHCTBEHHBIM MCKJIOYeHUEM B BHJe TpeleTaHu:d
npeacepauii 1:1, Bcerza UMeeT MeCTO IIpeJCepAHO-XKe-
JynouKoBas 6y0Kaza, KoTopas oOycioBjeHa BBICOKON
YacTOTOM TpecepAHON uMIyabcauuu. Ee gpusuosnoru-
YeCcKUH XapaKTep OIpeZesfAeT BBICOKYIO 4acTOTy XXe-
JIYZIOUKOBBIX CcOKpalneHui mpu uHTakTHON [ICC. Ipu
MopakeHUAX MpomyckHas crmocobuocts [ICC cHMKaeT-
¢, 9To onpegenset Hu3kyio YCC (puc. 41, ). BaxxHbIM
baKTOpOM CHMIKEHUS YHUCIA JKETYZOYKOBBIX COKpalle-
HUH CIyKUT yCUJIEHUE IapacuMIIaTUYeCKUX BIUAHUY,
KOTOpBIE, C OZHOW CTOPOHBI, YBEJIHUYUBAIOT YaCTOTY
IIpeZcepAHON UMIIYIbCAllUU 3a CUeT YKOpodeHUusd ped-
PaKTEepHOro IepuoZa MHUOKapZa INpeJcepAuid, a ¢ Apy-
rol — yrueraioT ¢pyHkIuio AB-y3na.

[peacepaHo-KenymouKoBasi Oiokaza III cTemeHw,
WY TOJIHAs IpeZcepAHO-XKeNIyLodKoBasa Oyokaza, Xa-
pakTepusyeTcsi abCOTIOTHON HECIOCOOHOCTBIO K MPO-
BeJICHUIO IIpeJCepAHbIX MMIIYJIbCOB Ha JKeNyJOo4Ku U
IIOJTHOM  TIpeJicepAHO-KeNyA0UKOBOU Aucconyaluei,
TIPU KOTOPO# 06e KaMephl cepAlia He3aBUCHMO BO30YXK-
JalTcd U3 COOCTBEHHBIX HCTOYHUKOB. IIpeicepznHas
AKTUBHOCTb MOXKET OBITH IIpeJCTaBjeHa CHHYCOBBIMH
umnynabcamu (puc. 42, A) uiu npezcepiHON apuTMuel,
yame GUOPWIIALMEN WIN TpeleTaHUeM IpeACepAUit
(puc. 42, B). )KenyZI04KOBBIN PUTM IOAEPKUBAETCA 32
c4eT COOCTBEHHOM MMITYJIbCAIUM U3 UCTOYHUKOB, pac-
mosoxkeHue KoTopbix B [ICC 3aBUCHUT OT ypoBHA 6J0-
kazpl. IIpu 6y0Kazie Ha ypoBHe AB-y3/1a WU B BepxHeH
YacTU ITyvykKa ['Mca NCTOYHUKH, PACIIOIOKEeHHbIe BBICOKO
B IICC, ompezensaoT BO30YKAEHUS KEJTYA0UYKOB C HOP-
MaJbHOW MPOJOIKUTENBHOCTHIO KOMILIEKCOB QRS w,
KakK MpaBUJIO, C YaCTOTOM MMIIYIbCALlUH, JOCTATOYHON
JUJIS1 COXPAHEHU aZleKBaTHOU XPOHOTPOITHON QYHKIIUU.
[Ipu ypoBHe GyOKaZBl HUKE MydKa ['Mca HMCTOYHUKU
pacmosnoxkensl HUKe B IICC U BBI3BIBAIOT BO30OYKAECHUS
JKEJYZA0YKOB C IUPOKUMHU KoMIuiekcamu QRS u 6osee
HHU3KOH 9aCTOTOU pUTMA.

PefKUHl PUTM JKEJNYJOYKOBBIX COKpAlleHUN Ipu
npeAcepAHO-KeNyA0YKOBoi Giokaze III cremeHwu,
KaK U IpU JPYrux OSKCTPeMajbHbIX OpafuKapAUsix,
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PucyHoK 42. dnektpokapanorpapuyeckue nposBaeHns npeacepaHo-xenygoukoBov 6aokaabl |l ctenenn. A, b. dparmenTs
9Kl 60onbHOMO C NpeacepAHO-Xenya04KoBOM 610KafoM Il cTeneHu, 3aperncTpupoBaHHble NP CMHYCOBOM PUTME Npescepauni
(A) v Ha doHe TpenetaHus npeacepanii (B). B. 1ea dparmeHta KI ¢ %enyL04KOBbIMU apUTMUAMUI, CBA3AHHBIMU C
YOJIMHEHUEM penonsapu3alnmn Ha GoHe pefKoro putMa, 06yClIOBNEHHOMO NPeLCEPAHO-KeNyA04K0BOM 6noKkagow lIl cteneHu.
I. Pa3BuTME NapoKcM3Ma npeacepaHo-Kenyao4KoBomn 6aokaabl Il cteneHu.

co3ziaeT OJAroIpUATHBIE YCIOBUA JJIA Pa3sBUTHUA Ke-
JNYIOYKOBBIX apUTMUM, CBSA3aHHBIX C VAJUHEHUEM
pemnoisIpu3aluu KeayJO0YKOB, BIUIOTH JO Pa3BUTHUI
JKETYZOUKOBOM TaxWKapAUM THUIa NHUPYIT (torsades
de pointes, puc. 42, B). Hapsazgy ¢ acucronuei xeiy-
JIOYKOB OHA CJHYKUT YaCTOW NPUYMHON IIPUCTYIIOB
Mopraubu—Agamca—CTokca y OOJBHBIX C IIOJHOH
Ipe/icepAHO-KeIyA0IKOBOM 6I0KaZ0M.

[TonHas mpeAcepAHO-KeNyJ0IKOBasi 6JI0Kafa MOKET
PETUCTPUPOBATHCSA MOCTOSHHO, HO CYIIECTBYIOT IIa-
POKCH3MaJsIbHBIEe (MHTEpPMUTTHUpYIOMmKE) (GOPMBI ITOH
6paZimapuTMuU. B ofHUX caydasx Ha GpOHE OTCYyTCTBUSA
KaKUX-TM00 TPU3HAKOB HapyIIEeHU: IIPOBOJAMMOCTU
IO/l BAUSHUEM TPEACEPAHON WU JKeTYAOUYKOBOM JKC-
TPAaCHUCTOJIBl BHE3allHO pasBUBaeTCA IMOJHAA IIpezcep-
JHO-KEeJTyZ0YKOBas 60Kaja, KOTOpas COXPaHIETCA J0
TeX IOop, IOKa TaKas e DKCTPACUCTOJIA HE BOCCTAHO-
BUT NIPOBOJAUMOCTb. B Zpyryx cirydasx mapoKCU3M pas-
BHUBaeTcsA Ha QOHe HapyIleHUH BHYTPHIKETYZOUYKOBOHU
MPOBOANMOCTH, BO3MOXXHO, TTPU HAJTUYUU TTPeACEPAHO-
JKeJyZI0YKOBO# 61okazb! I crenenu (puc. 42, I'). Criposo-
I[UPOBATh €r0 MOTYT YCHJIEHHBIE ITapacUMIIaTUYeCKUe
BJIMSHUA WIH, HAIPOTUB, pusndecKas Harpyska. B atom

cIy4yae yBeJMYeHUEe YaCTOThHI Ipe/CepAHON MMITYIbCa-
I[UY CTAHOBUTCS TJIABHBIM (GaKTOPOM Pa3BUTHS MMOJHOM
MpeJcepAHO-KeNyJ0uKOoBOM 6okazer (puc. 43). XoTa
MeXaHU3M MMapOKCU3MaTbHOW TMOJHOHN TpeACepAHO-Ke-
JIyIOYKOBOU OJIOKaZibl HE BCEr/a SICEH, IMOJIaraioT, YTO
peub uzeT 06 UMEIUIUXCS WU O CKPBITHIX MTOPaKEHUSAX
HIDKe ITy4ykKa ['Mca, KOTopble IPOSBIAIOTCS MO BIAUSHU-
eM 3amIycKaoIux ¢pakTopos. Tak, B OJHUX CIy4Yaax IPH-
YUHOU CIYKUT 06ycioBaeHHast 6pagukapaureri 6okaza
B cucteMe ['mca—IlypKuHbe B 4YeTBepTYIO dasy MOTeH-
1uasa AefCcTBUs, a B [PYTUX — OOYCIOBIEHHAsI TaXH-
Kapauel 6yi0KaZia 3a CUeT yAJWHeHUs pedpaKTepHOro
[IePUO/a 3TOU CUCTEMBI.

[IpexacepaHo-KenyzoukoBas OGiokaza III cremeHu
HUKOT/ZIa He BCTpEeYaeTcs y 3J0POBBIX JHIl. YacTo-
Ta BO3HUKHOBEHHUS MPUOOpETEHHOW TIOJHOU TIpes-
CEepAHO-KENYAOYKOBOM OJIOKaAbl OLEHUBAETCS B
200 ciyyaeB Ha 1 MJH B ToJ, BPOXJAEHHOU 6J0OKa-
Ael — 1 cayyait Ha 20 000 HOBOpOXAeHHBIX. [IporHO3
B ciay4ae NMpUOOpeTeHHOU 6J0KaZBl OYEHBb IJIOXOM:
rofuyHasi BBIKMBAeMOCTh IIOCJ€ BO3HUKHOBEHUS
CHUHKOIIAJIbHOIO COCTOSTHUSA cocTaBiasgeT 50—70% 1o
OTHOUIEHUIO K KOHTPOJbHOU MOMYJISIUU, COTOCTABU-
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PucyHok 43. 06ycnosneHHas GU3NYeCKOM Harpy3Kkon (TaxusaBucumas) npeacepaHo-Kenyaoukosas 6a1okaga. A. Mpu
MWHWUMasbHOM CMHYCOBOM TaXMKapAnUKU PErUCTPUPYIOTCH HapPYLIEHWUS BHYTPUKENYA0YKOBOW NPOBOAUMOCTH (KOMMEKC
QRS — 200 mc) npu rpaHU4HOM 3HaveHun nHTepeana PQ. b. YBennyeHue 4actoTbl npescepiHon MMNyNbCcaLnm Bbi3biBaeT
npeAcepaHO-KenyaouKoByto 610Kkaay Il ctenenn 2:1. B. [lanbHelwee yBeanyeHne 4actoTbl NPeACEPAHON UMNYIbCaLUm
MPUBOAMT K NOJHOW NpeAcepAHO-KEeNYA04KOBOM 6N0Kae C PEKUM BbICKaNb3bIBAKOLIMM PUTMOM.

MO¥ 110 Bo3pacTy U noJsy. Ilpu N301MPOBaHHONU BPOX-
JIEHHOU TIOJIHOM TpeAcepAHO-KeNyJ0YKOBOM 6I0Kaze
MPOrHO3 60Jiee 6JaTONPUATHBIN [0 CpaBHEHUIO C 6J10-
KaZioll B cOYeTaHUU C OpPraHUYeCKUM IopakeHueM
cepAlia, HO U B 3TOM cJlydae pa3BUTHE CUHKONAJIbHBIX
COCTOAHUM Hempezckadyemo. CONyTCTByIoOIIasa opra-
HUYecKas IaTOJIOrUs, BEIABIEHUE 6I0Kabl B pAHHEM
BO3pacTe, BHICKAJb3BIBAIOIIUM PUTM KEJNYyZOYKOB C
MUPOKUMU KoMIIekcaMu QRS u yanvHeHue MHTep-
Basa QT ciyxar ¢pakTopamMu pHUCKa BHE3ANHOU cep-
JIeYHOU CMEpPTH.

[Ipy AUarHOCTHKE MpeACepAHO-KETYAOUYKOBEIX 6JI0-
KaZi BaXXHO YCTaHOBUTH He TOJBKO GOPMY HapyLIEHUS
IIPOBOJUMOCTH, HO M OLEHUTh YPOBEHb IOPaKeHU:
[ICC. IToCcKONBbKY B IEJIOM psiZie CIy4daeB 3TOH MHGOP-
MaIli¥ JOCTAaTOYHO, YTOOBI HAa3HAYUTH NPOPUIAKTH-
YecKoe JieuyeHUe, TOATBEpPXKAeHUe OpaAuKapAndecKoi
IIPUPOABI CUMIITOMOB MMeeT MeHbllee 3HaueHHe, YeM
B ciayuyae ¢ JICY. B GOJBIIMHCTBE CJIy4aeB JOCTAaTOY-
Hyl0 HHGOpMAanWIO IPeLOCTABIAIOT HENHBAa3UBHEIE
MeToZbl HcciaeZoBaHuA. IIpyu nocrosaHHOU dopme 60-
KaZbl BIIOJTHE WHGOPMATHUBHOW OKa3bIBAETCSA HAPYK-
Had d7eKTpokapauorpadusd. [Ipy MUHTEpMUTTHUPYOLIEH
dopme 6ioKaABl ANA KIMHUKO-3JIEKTpOKapauorpadu-
YECKOU KOppeNsaluu TPebyIoTCcsa METOAB! AJIUTENbHOTO
MmoHuToprupoBaHusa JKI, Te ke, 4TO IPUMEHAIOTCA AJA
auarHoctuku JICY. B ciayvyaax, Korza HapylleHUd IIpo-
BOJVMOCTH IIpeZIojaraloTcsa, HO He JOKyMeHTHpOBa-
HBI, WCIOJb3YIOT IPOBOLUPYIOIIE MPOOHI, TaKKe Kak
mpoba ¢ $pu3nIecKoil Harpy3Koii, Maccax KapOTUJHOTO
cuHyca. [Ipy TpaKTOBKe pe3ybTaTOB Ba)XKHO YUYUTHIBATh

BJIWSHUE YaCTOTHI NPEACEPAHOr0 pUTMa Ha GyHKIHO-
HaJIbHOE COCTOAHYE pa3InudHbIX oTzenoB [ICC u ee posb
B IIPOBOLIMPOBAHUY HapyIIeHUN IIPOBOJUMOCTH, O 4eM
TrOBOPHUJIOCH PaHee.

Kaxk u B ciyvae ZICY jiedeHue npezcepAHO-KeN1yL04-
KOBBIX OJI0KaZ IOJPKHO HAUMHATHCS C PellleHHs BOIIpoca,
0oOpaTUMBI JIM BBI3BaBIINE UX INPUYUHBL. [Ipu obparu-
MbIX $popmax 6yoKaz TpebyeTcs yCcTpaHEHHWe MPUYMH-
Horo ¢daxropa (OTMeHa JIeKapCTBEHHBIX IIPelapaToB C
yrHeTaomuM geiictBueM Ha [1CC, KoppeKLusa 3J1eKTpo-
JUTHOTO G6ajaHca, yCTpaHEHWE THUIOKCUH), JedyeHUe
“HGQEKIMOHHOrO Tporecca. [Ipy HaIMYUU CHUMITOMOB
6pasuKapAUy MOTYT OBITH UCIIOJIb30BAHbI BaroJuTHye-
CcKUe cpeZcTBa (ATPONMH) UMY B-aJpeHOCTUMYIATOPHL.
B ciydae cepbesHBIX reMOJUHAMUYECKUX HapyIIeHUU
HCITOJIb3YIOT BPEMEHHYIO 3JIEKTPOCTUMYIIALUIO CEPJ-
1na. Kak cpeicTBO 3KCTPEHHOM IOMOILIM HPUMEHSIOT
TPaHCTOPAKAJbHYI0 HapY)XHYIO 3JIE€KTPOCTUMYJISAIUIO.
Ona s¢dexTuBHa 6osee yeM B 90% ciydaeB, HO €CIH
TpebyeTcs ee mpogoKeHre 6oee 30 MUH, TIEPEXOAAT
K TPAHCBEHO3HOH CTUMYJIALUU. BpeMeHHas 3HZOKap-
AUaNbHAs CTUMYIAIUA CepALla MOXeT IIPOAOIKATHCS
JJIUTETbHOE BpeMs, UYTO BaXKHO B TeX caydasx, Korzga
He00OX0ZVMO BBIK/JATh OIIPe/IeIeHHBIN CPOK, YTOOHI ybe-
JUTHCA B HeoOpaTUMOCTH OJIOKAZAbI, WU KOIJa Tpe-
6yeTcs BpeMs, YTOOBI IIPOM3BECTH WMMILIAHTAIIUIO
HCKYCCTBEHHOI'O BOAUTENA PUTMA.

[TocToAHHAA 3JIEKTPOCTUMYJIALUA cepAla — Oc-
HOBHOM MeTOJ JIeYeHUs MpeACcepAHO-KEeTYA0UKOBBIX
6iokaz. VMmiaHTauus KapAHUOCTUMYJIATOpa Cylie-
CTBEHHO YJydllaeT IIPOTHO3, NPUBOAS €ro B COOT-
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BeTCTBUE C IIPOTHO30M, OIpefieIfeMblM OCHOBHBIM

3aboseBaHreM. [Ipu BBIpabOTKe MOKa3aHUM K IOCTO-

STHHOU KapAUOCTUMYJIAIIUY UMeET 3HaUeHUE He TOTbKO

Hajau4yre OJOKaZBl C JOKYMEHTHUPOBAHHBIMHU KJIMHU-

YEeCKUMU TPOSIBIEHUSIMHU, HO TaKXKe THUIl OJOKaAbl U

ypoBeHb nopaxeHusa [ICC. DTo MoxeT ykasbplBaTh Ha

BBICOKYIO BEpOSATHOCTb IIPOTPECCUPOBAHUA Hapylle-

HUN W OIpefeaTbh Heob6XOAWMOCTh MpoduIaKThIe-

ckor uMmitaHTanuu DKC. [TokazaHHs K ITOCTOSHHON

SJIEKTPOCTUMYJSIIMU CepAlla MpU TPUOOPETEHHBIX

MpeAcepAHO-KEeTYA0OYKOBBIX OJIOKaZax IpeACTaBIEHBI

HUXe.

Hmnnaanmauyus anekmpoxapouocmumyasimopda no-

Ka3aua:

1. TIpu npecepAHO-Keaya0uKoBOi 60kaze I1I cTerneHn
U Jajneko 3amefireii 6;okaze Il cremeHu Ha 1r060M
aHAaTOMHYECKOM YPOBHE, COIPOBOXKJalolneics ciie-
AYIOLIUMHU YCIOBUAMMU:
¢ Gpaaukapzaus (06ycIoBIeHHas TPeACepAHO-KeTy-

JIOYKOBOI 6JI0OKA/[0#) MPOSABISIONIASICSI CUMITTOMA-
MU (B TOM YHCJIE CePAEYHON HEA0CTATOYHOCTHIO)
WU JKENYJOYKOBBIMU apUTMUSIMH, OOYCIOBIEH-
HBIMH OpaZiuKapauei;

¢ apUTMUU U APYTHE COCTOSHUA, TPeOyIoIINe IpU-
eMa IpernaparoB, KOTOpble IPUBOJAT K CUMIITOMa-
THUYHOU OpasiuKapAny;

¢ [OKyMEHTHPOBaHHBIE IMEPUOABl ACUCTOJUU IIPO-
JOJIKUTEIBHOCTBIO > 3,0 ¢, MM JI000HM BBICKAIb-
3BIBAIOMINY PUTM C YyacToTol < 40 MUH! B Tepuo/,
60ZpCTBOBaHUSA, UIU JIIOOOH BBICKATb3BIBAIOLIUN
PUTM M3 HMCTOYHUKA HUXKe AB-coeivHeHUA Aaxe
IIPU OTCYTCTBUU CUMIITOMOB;

& MeplaTeabHas apUTMHA ¢ GpaJukapaueil B Ie-
puoa 60ApCTBOBaHUS M XOTA OBl ONHOU Tay30i
JJTUTENBHOCTBIO OoJsiee 5 ¢ Za)ke IIPU OTCYTCTBUU
CHUMIITOMOB;

# mocie KaTeTepHOU abmanuu AB-coenunenus (uc-
kJovad Mmogudukanuio AB-y3ia);

¢ 1ocjleonepaluoHHaa IpeJCcepAHO-KeTyJ0uKoBasd
6y0Kazla, He TMpejosaraiinas CIOHTaHHOTO KC-
Ye3HOBEHMU S,

¢ HelipoMbllIeYHble 3a00eBaHuA (MUOTOHUYECKAS
MBIlIeYHass auctpodusa, cuHzpom KupHca—Cel-
pa, muomnaTus dpba U mepoHeabHasT MbIIIEYHAS
arpodus).

2. Ilpu npeacepAHO-KeNyA0UKOBOM bokaze Il creneHu
BHE 3aBUCUMOCTH OT THIIA WJIM YPOBHS OJIOKa/bI B CO-
yeTaHUU ¢ 6paZivKapAuel, COIIPOBOXAAIOIIENCA KIU-
HUYECKUMU MIPOABIEHUAMU.

3. [Ipy 6eccCUMIITOMHON TepPCUCTUPYIOIIEN Mpeacep-
THO-KeJTyZ0YKOBOU 6yokazie 111 cTemeHu co cpeAHeit
YacTOTOM puTMa B mepuoj 6o0apcTBoBaHus 40 MUH
u 60Jiee IpU ypoBHe GJIOKaABI HUXKe AB-y3J1a Uy npu
JI0060M YpOBHE OJIOKA/IbI, €CJTU UMEETCS KapAuoMera-
JIAS WU AVUCOYHKIIMSA JIEBOT'O JKeNyJ0UKa.

4. Tlpu TpeACepAHO-KENYAOUKOBOM Oyokaze II wmau
III cTerneHu, BO3HUKAIOIIEH pu GU3UIECKOIT HATPY3-
Ke, He COIIPOBOXK A0 Csa ullleMue MuoKap/a.

Hmnnanmauyus anekmpokapouocmumyasmopa ue-
JNiecoobpasHa:

1. [Ipy 6GecCUMNTOMHON TIpeACEPAHO-KETYA0IKOBOMN
omokaze III cremeHu Ha JI0O0M aHATOMUYECKOM
YPOBHE IIpY YacToTe putMa 6osee 40 MUH™ B [IEPHUOZ
60IpCTBOBAHUSA MTPU OTCYTCTBUU KapAUOMETaTNH.

2. Ilpu 6ecCUMITOMHON IIpeZcepAHO-KeNTyA0UKOBOU
6okaze I cTemeHu Ha ypoBHE MydKa ['vica WIu HIKe
ero, obHapyxuBaeMoii Bo Bpems DPI.

3. [lpu mpeacepAHO-KENYyAOUKOBOUM Oyokaze [ wuaun
II cTteneHu ¢ HaIW4YKMEeM reMOJMHAMUYECKUX TTOCTE-
CTBUH B BUZIE CUMIITOMATHKH, CXOZHOM C IercMeMn-
KePHBIM CUH/IPOMOM.

4. Ilpu  6GecCUMITOMHON MpeACepAHO-KETYA0IKOBOM
6mokaze I cremenu tuma Il ¢ y3KUMU KOMILIEKCA-
mu QRS (mpu mupokux komiiekcax QRS cm. myyko-
BbI€ OJIOKa/bI).

Hmnaanmayus 3iekmpokapouocmumyasimopa mo-
Jicem obcyncdamoucs:

1. Tlpu TpezAcepAHO-KETYAOYKOBON OyoKaze J060it
CTEeNEeHU TIPU HAJIUYUU WU OTCYTCTBUU CUMIITOMOB
y GOJBHBIX C HEWPOMBIIIEYHBIMU 3a00JE€BAHUIMU
(MHOTOHMYECKAS MBINIEYHAS AUCTPOPUSA, CHHIPOM
Kupnca—Celipa, muonatus Dpba U NepoHeasbHas
MBIIIeYHasA aTPOPUs).

2. llpy mpeAcepAHO-KENYAOUKOBOM OJI0OKazAe, BO3HUK-
el ToJ BIWSHUEM JIEKapCTBEHHBIX IIPEapaToB,
KOT/Ia OXKU/IAeTCs ee PelUuUB IIOCIe UX OTMEHHBI.
Hmnaanmauyus anekmpokapouocmumyasmopa He

nokasaHa:

1. IIpu GeccHMMITOMHOM IIpe/cepAHO-KeNyL0IKOBON
61okaze I creneHu.

2. [lpy 6ecCUMIITOMHOM TMpeAcepAHO-KeNy0IYKOBOM
6s10kazie 11 cternenu Tumna I Beillle ypoBHSA mydka 'nca
(AB-y3emn).

3. Korga mpezanosiaraeTcs CIIOHTaHHOe HCYe3HOBEHUE
MpeCcepPAHO-KETYAOUYKOBOM 6JI0KaAbl WJIU BEPOST-
HOCTb €e BO30OHOBJeHUS Maja (HalpuMep, JieKap-
CTBEHHAsA TOKCUYHOCTD, JIalMcKas 0O0JIe3Hb, aIllHOd
cHa 6e3 CUMIITOMaTUKN).

Oco0yI0 KaTeropuio Ipe/CTaBIAIOT OOJIbHBIE C Ha-
PYUIEHUAMHU BHYTPHXKENIYJOUYKOBOM IIPOBOJUMOCTH:
6okazol mpasoii (BITHIIT) u sieBoii HOKKHY TTydKa ['u-
ca (BJIHIIT), dacuukyasipHubIMU 6JI0KaZlaMU WU KOM-
OUHALIMAMU STUX HapylieHUt. OHU YaCTO BBISIBISIOTCS
IpU 3JeKTpoKapauorpapuieckoM oOcCIeZIOBaHUM, UX
JacToTa cocTasiadeT npumepHo 11% y myxuuH U 5%
y JKeHIIUH B Bo3pacTe crapiie 60 jyeT. [IporHo3 npu
M30JUPOBAHHON 6J0KaZie MpaBOW HOXKKM Tydyka ['u-
ca o6bIYHO OaronpusTeH. Ho AByX- U TPeXIMy4YKOBBIE
6JI0Kabl COTMPSIXKEHBI C 60Jiee BBICOKOM CMEPTHOCTBIO
B CPAaBHEHUU C CONOCTABUMBIMU II0 BO3PACTy U IOy
rpynnamMu 60JbHBIX 6€3 Takux 60Kaz. DTO OObICHS-
IOT He CTOJIBKO BIHUSAHUEM HapylleHUU IPpOBOJUMOCTH,
CKOJIBKO OCHOBHBIM 3aboseBaHueM (ocobernno MBC).
YacToTa MpOTpeccCUpoOBAHUsA HaApYIIEHUN BHYTpHIKe-
JIYIOUKOBOT'O TIPOBEJEHUs B JajieKo 3aimezirue ¢pop-
MBI MpeACEePAHO-KETYA0YKOBOU 6JOKAZBl U B MOJTHYIO
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TIpe/ICepIHO-KeNYA0UKOBYIO OJI0KaZly HEBEIUKa, TaK YTO
PUCK CMEPTH OT OpaJuapUTMHil HesHayuTedeH. B To
J)Ke BpeMf eCTb OCHOBAHHUA CBA3BIBATH MOBBILIEHHYIO
CMEpPTHOCTD C TAXUAPUTMHUIMU U WHGAPKTOM MHUOKap-
fa. OzHoBpemeHHO BJIHIII" u3-3a aCHHXPOHHOT'O BO3-
Oy K/IeHUS JKeJNY0YKOB CHU)KAET HACOCHYI0 QYHKIIHIO
JIEBOTO JKeJNyZI0uKa, CIIOCOOCTBYS PasBUTHUIO M IIPO-
rPEeCCUPOBAHUIO CEPAEYHON HEJZOCTAaTOYHOCTHU. B aTUX
cJiydasX yMeCTHO pacCMOTpeHUe BOIIPOca O pECUHXPO-
HU3UPYIOIIeN Tepanuu.

HapymeHusi BHYTPHXKeJNYAOYKOBOU IPOBOAVMOCTHU
BCerzia yKasblBalOT Ha opraHuveckoe nopaxenue [1CC.
[losToMy yxe IepBble INPOABIECHUA pPasBUBAIOLIUXCA
MpeCcepAHO-KeNyJOUYKOBbIX OJIOKaZ B BHE OJIOKaZbI
II cremenu Tuma Il WIM TMAapOKCU3MaJbHON GIOKaZbI
III cTenmeHy OIHO3HAYHO M BHE 3aBHCUMOCTH OT KJIMHU-
YeCKOW CMMIITOMAaTUKU YKa3bIBalOT Ha HEOOXOJUMOCTD

nminanTanuu DKC. DTo ke OTHOCUTCA K UCTUHHOU TPH-
dacuukynsipHoil (anbTepHUpPYIOLIEi) Ol0KaZie HOXEK
nyyka ['mca, KoTopasd IpeZBeliaeT pa3BUTHE ITOJTHOU
IIpeCePAHO-KEeNTyJ0UYKOBOM OJIoKaZBl B OirpKamiive
cpoku (puc. 44). C apyroil CTOpOHEI, OYE€Hb CJIO0XKHO pe-
UTh Borpoc 06 uMmmiantanuu DKC B ciyvasx, Korga
Ha QOHE MMEMUIUXCSA HapYyUIEeHUH BHYTPHKETYZOUYKO-
BOM MPOBOAUMOCTU BO3HHKAIOT OOMOPOKH, CBf3b KO-
TOPBIX ¢ OpaZuKkapAneil He Joka3aHa. JleHCTBUTEIBHO,
[IOYTH II0JIOBUHA TAaKUX OOMODOKOB He CBfI3aHa ¢ Opa-
pukapgued. [Ipy pemeHuu Bompoca 06 MMILIAHTAIUU
OKC B Takux ciaydaax nposogat ODU c oreHKoON UHTep-
Basia HV u geMoHcTpatiueii 6;10KkaAbl TPOBeAEHUSI HUKE
nmy4yka ['mca Hmpu 3JeKTPOCTUMYJIAIUU TIpescepAnH, a
TaK)Xe C MCKJIIOYEHHEM BO3MOXXHOM pOJH KEeJIyZOYKO-
BOM TaxXxUKapAUM B OCHOBE KJIWHUYECKOH CUMIITOMATH-
ku. [Toka3aHUA K IOCTOAHHON CTUMY/IALIMU cepAla IIpu
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PucyHok 44. AnbtepHupytowan 61oKkaja HoXeK nydka Mca. A. bnokaga npaBoi HOXKM nyyka [Mca 1 BOCCTaHOBNEHWE
HOpMasbHOM NPOBOAUMOCTU B Pe3y/ibTaTe NMOCTIKCTPACcUCToNNYeCcKon nayssl. b. Ha 60nee BbICOKMX YacToTax NnpeAcepAHOro
puTMa y 3TOr0 e nalueHTa perucTpupyeTcs npeacepaHo-Kenyaoukosas 6a1okaaa Il cteneny tuna Il v 610Kkaja NeBOM HOXKK
nyyka Mvca (BapuaHTHas ¢popma). B. AnbTepHauusa 610Kaabl NEBOV U NpaBOM HOXEK Nyyka 'Mca ¢ nepexoaom B NpeacepaHo-

KenyaouKoByio 610Kkaay Il ctenenn 2:1.
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XPOHUYECKOH ABYX- M TPEXMY4YKOBOH OJiOKajie Tpes-

CTaBJIEHBI HUKeE.

Hmnaanmauus anekmpokapouocmumyasmopa no-
Kasama:

1. Tlpy MHTEpPMUTTUPYIOLIEN IpeJcepAHO-KeNyJ0UKO-
Boii 6s1oka/e 111 ctenmeHu.

2. Tlpu mpeacepAHO-KeNYAOUKOBOH Gokaze I crenmenu
Tuna Il.

3. IIpu anbpTepHUpYIOLIEH 6i0KaZe HOXKEK Iyuka ['uca.
Hmnaaumauyus  3aekmpokapouocmumyasmopa

uenecoobpasHa:

1. Ilpy CHUHKONAJIBHBIX COCTOAHUAX, A KOTODBIX He
JloOKa3aHa CB3b C IPeACepAHO-KeNyI0IKOBOH 6J10-
KaZoH, B TO BpeMs KaK Apyrue Haubosee BO3MOXKHEIE
NIpUYUHBI (KeJyJ0YKOoBasA TaXUKaPAUA) UCKIIOYEHBI.

2. Ilpy BBIABIEHUM YAJWHEHHOIO WHTepBasia HV
(> 100 mc) Bo BpeMms ODPU y 601bHBIX 6€3 KINHUYE-
CKOM CUMIITOMaTHUKH.

3. Ilpu BeIABIEHUHU BO BpeMd DPI ¢ MOMOILIBIO CTUMY-
JIAIIUY IpecepAnii 6J10Kabl HIKe mydka ['nca.
Hmnaanmauus anekmpokapouocmumyansmopa mo-

aem obcyncoamubcsa:

1. TIpu ABYX- UM TPEXIYYKOBOU G0Kazie Y OOTBHBIX C
HeHpOMBIIIeYHBIMY 3a00JeBaHUAMHY, [IPU HATUIUU
WJIN OTCYTCTBUY CUMIITOMOB.

Hmnaanmauyus anekmpokapouocmumyasmopa He
nokasaxa:

1. TIpu dpacuukyaspHoii 60Kaae 6e3 mpeacepaHO-KeNY-
JIOYKOBOM OJIOKaZBI MY KTUHUYECKUX CHMIITOMOB.

2. Ilpu dacnukynsapHoi 6yokaZie ¢ IpejcepAHO-Kely-
IOYKOBOU 6Oiokazoi I cTemeHu 6e3 KIMHUYECKUX
CUMIITOMOB.

BeibOp pekuMa CTUMYJALUU OIpeZenseTcs Heoo-
XOZAMMOCTBIO IIpeZicepAHO-KEeNyZOYKOBON pecUuHXPO-
HU3aLWUM, COCTOSHMEeM (YHKIIMU CHHYCOBOIO y3jIa U
XapaKTepoM TedeHUsA OyoKajpl. IIpy HaJIUYUU NEPCU-
CTUpYIOIIe (OpMBI MepIaTeIbHON apUTMHH, KOrja
BOCCTAHOBJIEHUE IIPeZCepPAHO-KETYA0YKOBOM CHUHXPO-
HU3aLUM HeaKTyaJbHO, METOZOM BEIOOpa SBJIAETCSA
OZlHOKaMepHas CTUMYJALUA KeIyJOYKOB C YaCTOTHOM
amanrauuer (pexxum VVIR). Ilpu cuHyCcOBOM pHUTMe
¢ nposaBiaeHUuAMH JICY, B TOM 4ucje C XPOHOTPOIHOMN
HECOCTOATETHHOCTBIO, METOZOM BbIOOpa SBJISETCA pe-
)kuM DDDR. Ilpu HOpMmasbHOU ¢yHKIuu CY Hauayd-
IIUM BBIOOPOM CJIYKUT pekuM DDD, XOTA MOKET ObITh
HCIOJTIb30BaH TEXHUYECKU HoJiee MPOCTOM MeToz, Tpeby-
oUW UMIIIAaHTallUU OfHOTO0 dekTpoza, — VDD. B ciy-
Yyae MHTEePMUTTHUPYIOUIUX HapyIleHUH IPOBOJUMOCTH,
KOTZIa B MEXIIPUCTYIHBIN Teproj; co6CTBEHHOE TIPOBe-
JleHVe BIIOJTHE COXPaHHO, peKOMeHAyeTCs UCII0Nb30BaTh
QJTOPUTMBI TNIPUOPUTETA COOGCTBEHHOTO IIPOBEJEHUS
nipu DDD-pexxume crumyssainuu (DDD + AVM).

3.3. Bpaduapummuu npu uHpapkme
Mmuokapoa u ocodvle opmvt 6paduapummuil

BpaZuapuTMuU 4acTO BCTPEYAIOTCs IpU ocTpoM uHdap-
KTe MUoOKapza. [IpuurHOM UX pasBUTHUA CIyXKaT ycuie-

HYe apacuMIaTUYeCKUX BIUSIHUHN (0COOEHHO B IEPBBIE
24 4 ot Havasa UHPAPKTA), B TOM YHUCJIE 3a CYET CHIKe-
HUS aKTUBHOCTH XOJIMHACTEpasbl, 06paTuMas UIIeMUsT
Muokapza, oxparsiBatomtad [ICC, HEKPO3 MPOBOAAIIUX
CTPYKTYp, JIOKaJbHOE HAaKOIJIeHWe aJleHO3WHA, dJIeK-
TPOJIUTHBIE HapyIIeHN .

CuHycoBasg OpagukapAus U JApyrue IMpOsBIEHUA
JICY — "acToe OCJIOXKHEHUE OCTPOro NHPapKTa MUOKap-
Jla, TIpeXx/ie BCero HIKHeH U 3aZHel ToKanu3anuu (OKo-
710 30—40% ciygyaeB). OHa OOBIYHO HOCUT MIPEXOA AU
XapakTep, O4YeHb peaKo Tpebys umiutantanuu JKC.

TpaH3UTOpHBEIE HapylleHUs BHYTPHXKeTYAOIKOBOH
IIPOBOJAMMOCTHU BcTpevarorca B 18% ciyyaes, a B 1mep-
cuctupyiomeii Gopme coxpaHAOTCI y 5% OOTbHBIX.
Hapyuienusa mnpejcepAHO-KeNyJOYKOBOH ITPOBOANMO-
cTu HabmwogawTca B 6—7% ciydaeB IIpU UCIOIb30Ba-
HUU TPOMOOJUTHUKOB, MIpUYeM B 2—3 pasa yalle Mpu
HIDKHeM HWHQapKTe II0 CpPaBHEHUIO C IepeJHUM. Mx
pasBUTHE MOXET COIPOBOXKAATHCA TAXKEJIBIMU T'eMOJU-
HaMUYeCKUMHU HapyIIEHUAMU, YTO TpebyeT KOPPEKIIUKI
6pasuKapAuy, B YaCTHOCTHU C UCIIOIb30BaHUEM BpEMEH-
HOHM 5JIEKTPOCTUMYJIALUM cepAlla. DTU HapylUIeHUA B
6OJIBPIINHCTBE CJIyYaeB Pa3pelarTcs CaMOCTOATENbHO
B TeyeHMe HeCKOJbKUX AHel niu HeZenb. Tonbko y 9%
6GOJIPHBIX OHU YCTOMYMBO COXPAHAIOTCA M MPUHUMAIOT
IIOCTOAHHYI0 popmy. [TosararoT, 4TO /19 BEIHECEHU A 3a-
KJIIOUEHUs O HeoOpaTUMOCTU HapyUIeHUH MPOBOAUMO-
ctu Tpebyercs 14 CyT, XOTA dTOT BOIIPOC AUCKYTUPYETCS.
Wmmnantanus OKC TpebyeTcs B caydasx CUMITOMATH-
YeCKOU MpeIcepAHO-KeNTyA0UYKoBoM 6okaab! 11 u 11 cTe-
neHell. Ho MOCKOJABKY IIpeJcepAHO-KeNyA0IKOBbIe
6JI0KaZbl B YCTAaHOBUBIIEHCS TOCTOSHHOU dopMe, Kak
[IPaBUJIO, CBA3AHEI C IOPAXKEHNEM JUCTATbHBIX OT/IEIOB
[ICC, nokasanuda k uMmmnnaHtanuu JKC He Bcerza ydu-
THIBAIOT HaJW4yMe KJIWHUYEeCKOH CHUMITOMATHKH Opa-
JUKapAWU: TIOCTOAHHAA dJIeKTPOKapAUOCTUMYIALUA
cepAlia IoKa3aHa PU MHTEPMUTTHUPYOMU 610okaze 11
u III creneHu, ecayu NOATBEPKAEH YPOBEHb ITOpPa)keHU
HmKe AB-y3ma (BO3MOXXHO, ¢ ucnoiab3oBaHueM JDOU),
U IIpY aJbTepHUpYIOIlell OI0Kaze HOXeEK Iydyka ['uca.
WmmnanTtanus OKC MoXKeT 06CyK/1aThCs TPU CTOMKO CO-
xpaHstoleiics 6okaze [I—III creneHy TpU OTCYTCTBUU
KJINHUYEeCKOH CUMITOMAaTUKH.

Pa3BuTHE TIpe/CcepAHO-KENYAOUKOBBIX OJI0Kaz MpU
nHbapKTe MUOKap/a CONIPSIKEHO C HEOJArONPUATHBIM
NIPOTHO30M BHE 3aBUCHMOCTU OT uMILIaHTauuu JKC.
OTO 0OYC/IOBIEHO He CaMHMU HapyIeHUSMU IIPOBO-
JVMOCTH, a OBGIINPHOCTHIO MOPaKeHUA MUOKapZa, 4TO
ompeziesifeT pa3BUTHE JKEJYAOYKOBBIX HapylleHUi
pUTMa U cep/ieYHOM HeJOCTAaTOYHOCTHU. B CBA3M C 9TUM
mpeznosaraloT 6ojsiee yMECTHBIM paccMaTpUBAaTh BO-
npoc 06 UMIUIAHTAIUU KapAHOBEPTEPOB-AebUOPUILIS-
TOPOB 1 O PeCUHXPOHU3UPYIOIIel Tepanuu.

Ilpu HelipokapAuaabHbIX OOMOpOKax, K KOTOPBIM
OTHOCATCA CHUH/JPOM THUIEPUYyBCTBUTEJIBHOCTU Kapo-
THIHOTO CHHYCa U Ba3oBarajbHbBIe OOMODOKHU, B OIIpe-
JleJIeHHBIX Cly4yasax nokaszaHa umiaHtanusa OKC. [Tpu
CHHJpPOME KapOTHUJHOTO CHHYCa dTOT METO[, JIeYeHU:
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KIMHWYECKME PEKOMEHZALMM NO AUATHOCTUKE M IEYEHWIO HAPYLIEHWI PUTMA CEPALA i NPOBOANMMOCTH

YMEHBbIIIAeT YaCTOTY PEIUAUBUPOBAHUA CUHKOMAJbHBIX
cocTosgHu ¢ 1,68 go 0,04 smu3oza Ha YesoBeKa B IO,
CHUKasl OTHOCUTEJIbHBIM PUCK peluAnBOB Ha 98%. 3TO
TI03BOJISIET PEKOMEH/IOBATh JAHHBIM METOZ, JIeUeHU T KaK
MOKAa3aHHBIM NPU CUHJAPOMEe KapOTUZHOTO CHUHYcCa, HO
TOJIBKO TP IOKa3aHHOCTU €ro KapAUOWHTUOUTOPHOTO
BapuaHTa. /IByXKaMepHas CTUMYJIAIMSI UMEET IIPEuMY-
IecTBa nepej CTUMYJIAIeN B pexkxume VVI.

DbbEKTUBHOCTD 3IEKTPOKAPAUOCTUMYIANUN TIPU
Ba3oBarajJbHbIX OOMOpPOKaX (YYBCTBUTEIbHBIX K Iac-
CHUBHOU OPTOCTATHYECKOU Mpobe) He CTOIh OYEBUHA,
KaK IIpU CUHApOMe KapoTHUAHOro CuHyca. B To ke BpeMs
JMaHHBI METO/ 11eIeco00pa3Ho MPUMEHATh Y TallieH-
TOB cTapiie 40 JIeT ¢ KapUOMHT UGN TOPHBIM BapUAaHTOM
YacThIX OOMOPOYHBIX COCTOSIHUH, €CJIU APYyTHUe METObI
snedeHns HeaddeKTUBHBI. MeToZioM BbIGOpa BHOBH CTa-
HOBUTCA CTUMYJIALUA B pexxumMe DDD.

Jlns coxpaHeHUss cOBCTBEHHOTO PUTMa U TMpeZCep-
JIHO-KEJTYZI0YKOBOM IIPOBOAUMOCTH, KOTOPbIE IPU 3TUX
IByX $opMax 0OMOPOKOB B MEXIIPUCTYIIHBIN IMEPHUOZ
B OOJIBIIMHCTBE CIy4aeB HOPMAaJIbHBEI, PEKOMEH/YeTCs
nporpammupoBaTh DKC Ha HU3KYI0 6a3UCHYIO YaCTOTY
WJIY UCIIONIb30BaTh GYHKINIO THCTEPe3nca.

Pa6ouasi rpynna no HanMcaHWUK peKOMeHAaL Wi

lonuupiH C. . (pykoBoauTens), Kponayesa E. C., Maikos E. b.,
MupoHos H. 0., ManyeHKo E. ., Cokonos C. @., LLineskos H. b.

C Tpe6OBaHUAMM K PYKOITHCSAM, TIPEACTaBJIeHHBIM B XKypHaJe
«HeoTnoxkHas kapauosnorus Emergency cardiology»,
BBl MO)KETE 03HAKOMUTBCS B MPEABIAYIINX HOMEPAx
1 Ha caliTe XypHasa http://www.acutecardioj.ru
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