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@enepabHble KIMHUYECKHE PEKOMEHIAUMHU 110 0KA3aHUI0 MeIMIMHCKOI MOMOIIIH AeTHAM €
CYNpPaBeHTPHUKYJ/JISIPHBIMU TaXUKAPAUSAMHU

JJanHble KJIMHUYECKHE PEeKOMEHJIAUUM IOATOTOBJIEHbI Accouuanued JAeTCKUX
KapauoJoroB Poccuu, paccMoTpeHbl U YTBEPAKIAEHBI HA ..........

PabGouas rpynna:

IkonpHUKOBA M.A., 1.M.H., ipodeccop
Kosanés U.A., n.m.H., mpodeccop
Kpasuosa JI.A., k.M.H.
bepesnuikas B.B., k.M.H.
Tepmocecos C.A.

SAxosnesa JI.B., 1.M.H, mpodeccop
banwikoBa JI.A., 1.M.H., mpodeccop
Kpyuuna T.K., 1.m.H.

Typos A.H., 1.M.H.

Csunnosa JI.U., x.M.H.

METOA0JIOTUus

Metoabl, HCIOJIb3yeMble JIsi cOOpPa/ceIeKIMU JI0KA3aTeNbCTB: MOUCK B 3JCKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTO10B, UCNOJb30BAHHBIX /JIsl OLIEHKH Ka4ecTBa U CHJIbI 10KA3aTeJlbCTB!
JoKa3aTeNnbHOM 0a30M I  peKOMEeHJAlUMH  SBJSIOTCS  MyONMKalu, BOIIEAINIME B
KoxpeitHoBckyto Oubanoreky, 6a3sl ganHbix EMBASE, MEDLINE u PubMed. TI'ny6una
TOWCKa - 5 JIeT.

MeToabl, HCIIOIb30BAHHBIE /1JI51 OLEHKU KAYeCTBAa U CHJIbI I0KA3aTelbCTB:

. KOHCEHCYC IKCIEPTOB;

o OIIEHKa 3HAUMMOCTH B COOTBETCTBUU C PEHTHUHTOBOI CXEMOIA.

Metoabl, HCII0/Ib30BAHHBIE /1JI51 AHAJIN3A I0KA3ATEJIbCTB!

. 0030pbI OMMYOITUKOBAHHBIX METa-aHATH30B;

. CUCTEMaTHYEeCKHUe 0030pbI C TAOIUIIAMU TOKA3aTEIIbCTB.

OnucaHue MeTO10B, HCMOJIb30BAHHBIX JIJISl AHAJIN3A 10KA3aTEJILCTB

[Tpu oT6Ope mybIUKanuii, Kak MOTEHINATBLHBIX UCTOYHUKOB J0KA3aTeNbCTB, UCIIOIb30BaHHAS
B KQXKJIOM HCCJICIOBAaHUH METOJIOJIOTHSI H3y4aeTcs ISl TOTO, YTOOBI YOS IUTHCS B €€ BAJIUTHOCTH.
Pesynbrar m3ydeHus: BIUSET HA YPOBEHBb JIOKA3aTEILCTB, IPUCBAMBACMBIN ITyOJIMKAIINN, YTO B

CBOIO O4UCpPCb, BJIUACT HA CUITY pCKOMCHHaHHﬁ.



JUis  MUHUMM3alMM  [OTEHIHUAIbHBIX OHIMOOK KaXJ0€ HCCIEJOBaHNUE OLIEHUBAJIOCH
He3aBUCHMO. JIoOble pasznuuusi B OLIEHKAaX OOCYKIAlIHUCh BCEW TPYNIONW aBTOPOB B TOJTHOM
cocrase. [Ipy HEBO3MOXKHOCTH TOCTHKEHUSI KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCUMBbIN 3KCIEPT.

Tabauubl A0KA3aTEIbCTB: 3aN0JIHUIICh ABTOPAMH KIIMHUUYECKUX PEKOMEH 1A,

MeToabl, HCHOJb30BaHHBIE [JIsi (OPMY/IHPOBAHMSA PEKOMEHJAUMii: KOHCEHCYC
AKCIIEPTOB.

HNuauxaTtops 1o0pokavecTBeHHoi nmpakTuku (Good Practice Points — GPPs)

Pexomenyemas 100pokauecTBeHHas IPAKTUKA 0a3upyeTcs Ha KIMHUYECKOM OIbITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIALU.

JKOHOMHUYECKUH aHATIH3

AHaM3 CTOMMOCTH HE TPOBOJWICA M NyONUKaMu 1O (PapMaKOIKOHOMHUKE HE
aHAJIM3UPOBAIUCH.

MeToa Bauau3anuu peKoMeH anui

o BHemHsAs sxcnepTHast OLICHKA.

. BHyTpeHHss dKCniepTHAs OLICHKA.

Onuncanue MeToaa BAJINAU3ANUN PEKOMEH AU

Hacrosimme pexomMeHganmuu B TNPEIBAPUTENBHOM  BepcMH  OBUIM  PELEH3UPOBAHBI
HE3aBUCHMBIMHM 3KCIIEpTaMH, KOTOPBIX, MPEXKIE BCEro, IMONPOCHIM HPOKOMMEHTHPOBATH,
HACKOJIBKO JOCTYNHA JUId IOHMMAaHMsI HMHTEpIpeTalus 0Ka3aTeabCTB, JE)Kallas B OCHOBE
PEKOMEHJALIH.

Ot Bpadeil NEpBUYHOrO 3BEHA (AETCKUX KapIUOJIOTOB) IIOJIy4eHbl KOMMEHTapuu B
OTHOIIEHUH JOXOIYMBOCTU U3JIOKEHUS JAHHBIX PEKOMEHJAIUM, a TakKe MX OIEHKA BaKHOCTHU
IpelaraéMblX peKOMEHJaluil, Kak MHCTPYMEHTA IIOBCEIHEBHOM MPAKTUKH.

Bce xomMmeHTapuu, NOIY4YEHHBIE OT OJKCIEPTOB, TIIATEIBHO CHCTEMAaTHU3UPOBAINCH U
oOcyxanuch wieHaMu pabodeil rpynnsl (aBropamMu pexomeHjanuii). Kaxaplii myHKT
0o0cyXmayics B OTIACIHHOCTH.

KoHncynabTanus v 3kcnepTHasi OLleHKa

[TpoekT pekoMeHIaIuii OblT pelleH3UPOBaH HE3aBUCHUMBIMM 3KCIIEPTaMH, KOTOPBIX, Mpex/ie
BCEro, IONPOCWIM TNPOKOMMEHTHPOBATh JOXOAYMBOCTb M TOYHOCTh HWHTEPIIPETALNU
JIOKa3aTeIbHOW 0a3bl, JIeXKaIeil B OCHOBE PEKOMEHTAIIHiA.

PabGouyas rpynna

JUis  OKOHUYATEeNbHOM peNakUUMU W KOHTPOJS KayecTBa PEKOMEHIAlMU ObLIM TOBTOPHO

MMpOoaHAJIN3UPOBAHBI YWICHAMU pa6oqeﬁ rpynIibl, KOTOPLIC NPHUIIIN K 3aKJIHOYCHHUIO, YTO BCC



3aMCUYaHUA U KOMMCEHTApPHH 3KCIICPTOB IIPHUHATHEI BO BHUMAaHUE, PUCK CUCTEMATHYCCKUX om0k

npu pa3paboTKe peKOMEHAANNHN CBEJICH K MUHUMYMY.

OcHOBHbBIE PE€KOMEHAAINH

Cwita pexomenaamui (1-2) Ha OCHOBaHHHM COOTBETCTBYIOIIUX YPOBHEH Moka3aTenbCcTB (A-C)

U HHAMKATOpHI J00poKadecTBeHHOW mpakTukd (Tabm. 1) — good practice points (GPPs)

MMPUBOIAATCS ITPU U3JIOKCHUUN TCKCTA peKOMeHHaHHﬁ.

Tabmuna 1.

Cxema 1J1s1 OLICHKH YPOBHSI pEKOMEH It

CreneHb CooTHollIeHHE Mertononoruueckoe [losicuenus o
JOCTOBEPHOCTH pucka 1 | Ka4eCTBO UMEIOIINXCS | IPUMEHEHHUIO
peKoMeHIaAnui MIPEUMYILECTB JTIOKa3aTeJIbCTB pEKOMEH Al

1A [Tonb3a HenpoTtusopeunssie CunbHas

OTYETIIUBO OKa3aTelIbCTBa €KOMCHIaIUsI
CuabHast A ’ p Alatid,
MpeBaJIUpyeT HaJ | OCHOBAaHHBIE HAa  XOPOIIO | KOTOpas MOYKET
pexoMeHaanusi,
pUCKaMH u | BeimotHeHHBIX  PKM  wim | ucnonb3oBaTbCsi B
OCHOBaHHasi Ha
3arparamM, JHOO | HEONPOBEPKUMBIC OOJIBIIIMHCTBE
A0KAa3aTeIbCTBAX
Hao00poT JI0Ka3aTelIbCTBA, CIIy4aeB y
BbICOKOT0 .
MPEACTABICHHBIE B KaKOW- | MPEUMYIIECTBEHHOTO
KavyecTBa .
6o apyroit popme. KOJIMYECTBA
. MAICHTOB 0e3
JanbHeime
KaKuXx-JI10o
WCCIAEAOBaHUS  BpSA  JIH 8
M3MEHECHUH u
M3MEHST Hallly YBEPEHHOCTb .
HCKJTIOUCHUI
B  OIEHKE COOTHOUICHUS
TOJTB3BI M PUCKA.

1B ITons3a JlokazarenbCcTBa, CunbHas

CuabHast OTYETIIMBO OCHOBAHHBIE Ha PE3yJIbTaTax | pEKOMEH Al

npeBanupyetr Han | PKU,  BbIMOMHEHHBIX  C | IpUMEHEHUE
peKoMeHaanus, .

pUCKaMu U | HEKOTOPBIMU KOTOpPOH BO3MOKHO
OCHOBaHHasi Ha

3arpaTamMH, JHOO | OTpaHHYEHUSIMHU B OOJILIITUHCTBE
A0Ka3aTeIbCTBAX

Hao00poT (TpOTHUBOpEYHBHIC ClTy4acB
YMEpPEHHOT 0

pe3ybTaThl,

KavecTBa

METOJIOJIOTHYECKHE OIINOKH,
KOCBEHHBIE WJIM Clly4ailHble
U T.I.), THO0 JAPYTrUX BECKUX

ocHOBaHMsX. JlanbHelme
ucciaenoBaHus  (€clii  OHHU
MPOBOJSTCS), BEPOSITHO,

OKaXXyT BJIMAHUC Ha HaIy
YBCPCHHOCTD B OLICHKEC
COOTHOIICHHUA ITOJIB3BbI n
pUCKa U MOTYT USMCHUTH €¢€.




1C ITonn3a, JlokazaTenbCcTBa, OTHOCUTENBH
Cruibnast BEPOSITHO,  OyIeT | OCHOBaHHbIE Ha | O CUJIbHAs
MpEeBAIMPOBATh HAJl | 00CEepPBAIIMOHHBIX €KOMEH1allUs
pPeKoOMeHanus, p p A pBall p Aatu,
BO3MO>KHBIMHU HCCIIEIOBaHUSIX, KOTOpasi MOKET ObITh
OCHOBaHHasi Ha
pucCKamMu U | 6eccUCTEeMHOM KJIIMHUYECKOM | M3MEHEHa npu
A0KA3aTeNbCTBAX
HI3KOI0 3arparamu, Jm0Oo | ombiTe, pe3ynbratax PKU, | momyuenun
HAa000pOT BBIITOJIHEHHBIX C | OKa3aTenbCTB Oolee
KayecTBa
CYLIECTBEHHBIMU BBICOKOI'O KayecTBa
HEJIOCTaTKaMHU. Jlro6as
OLIEHKa s dexra
pacueHUBaeTCs KaK
HEOIIPEICIICHHAS.
2A ITone3a Hanexusie Ciabas
COIOCTaBUMa C | IOKa3aTeNbCTBA, PEKOMEH1aLusl.
Pexomenpaumst
N BO3MOKHBIMU OCHOBaHHBIE Ha  XOpOIIO
HU3KOH CHJTBI, Bri6op
pHUCcKaMu u | BeinonHeHHbIX PKM i .
OCHOBaHHasi Ha HaWJIy4Ied TaKTUKH
3aTparaMu MOATBEPKJICHHbIE  JIPYTUMHU
A0KA3aTebCTBAX Oyner 3aBHUCETh OT
HEOMPOBEPKUMBIMU N
BBICOKOI0 KJIIMHUYECKOU
JTAHHBIMHU.
KayecTBa CUTyaluu
JanpHelimue (o6cTosiTenBHCTB),
WCCIEAOBaHUS  BpsAJ  JIM | MallMEHTa W
W3MEHST Hallly YBEPEHHOCTH | COLIMAJIbHBIX
B OLEHKE COOTHOLIEHUS | MPEANOYTCHUM.
I10JIb3BI U PUCKA.
2B ITons3a JlokazarenbCcTBa, Cnabas
Crabast CONOCTaBUMa C | OCHOBaHHBIE Ha pe3yibTaTax | PEKOMEHAALU.
pUCKaMH u | PKM, BbINONHEHHBIX C
peKoOMeHaanus, AnbTepHATUB
OCJIOKHEHUSMH, CYIIIECTBEHHBIMU
OCHOBaHHasi Ha . Has  TakTUKa B
OJIHAKO B  3TOH | OTpaHUYEHUSIMHU
A0KA3aTeIbCTBAX OIIpEACIEHHBIX
OILICHKE €CTh | (IpOTUBOPEUNBHIE
YMEpEeHHOr o CUTyallUsiX  MOJXKET
HEOIPEAEIEHHOCTD. | PE3YyJIbTaTHhl,
KayecTBa SIBUTHCSA JUTSt
METOA0JOTHYECKUE
HEKOTOPBIX
nedeKThl, KOCBEHHBIE WU
. MNAlMEeHTOB JIYYIIUM
CIly4ailHbl€), WM CHJIbHBIE
BBEIOOPOM.
JI0Ka3aTelIbCTBa,
NIPEACTABICHHBIE B KaKOM-
6o npyroit hopme.
JanpHeimue
uccieioBaHus  (ecau  OHHM

MPOBOJATCSI), CKOpPEE BCETO,
OKa)XYT BJIHMSHHE Ha HaIly
YBEpEHHOCTh B OIICHKE
COOTHOIIEHUS  TOJB3bl |
pUCKa ¥ MOT'YT U3MEHUTH €€.




2C Heonnosna JlokazaTenbCcTBa, OueHn
Cuabast YHOCTh B OILICHKE | OCHOBAHHBIE Ha | crabas
COOTHOILIEHUS o0cepBaIMOHHBIX pEeKOMeHAaLus;
peKoMeHAanus,
II0JIb3bl, PUCKOB U | UCCIIEIOBAHMSIX, albTepHATUBHbBIC
OCHOBaHHasi Ha .
OCJIOKHEHUH; 0eccUCTEMHOr0 HIOJIXO/1bI MOTYT
J0KA3aTeJIbCTBAX
10JIb3a MOXET | KIMHHYECKOTO OIbITa WJIH | OBITh HCIOJIB30BAHbI
HHM3KOI'0 o
KA9ECTBA ObITh comoctaBuMa | PKMI ¢ cylecTBeHHbIMM | B paBHOH CTENEHH.
c BO3MOXXHBIMH | HEJJOCTATKAMHU. Jlrob6as
pUCKaMH U | OIlEHKa ahdexra
OCJIO’)KHEHUSIMHU. paclieHUBaETCs KaK
HEOoIlpeIeJIeHHas!.
ONPEJEJIEHUE
Cynpasentpukynspusle  Taxukapauu (CBT) —  rtaxmaputmuu, 00YCIIOBJICHHbBIE

AHOMAJIBHBIM BO30Y)KJICHHEM MHOKap/a ¢ JIOKaTU3aliei HICTOYHUKA PUTMa BbIlIe Oudypkanuu
nyuyka ['mca - B mpencepausix, aTpuoBeHTpUKyIsipHoM (AB) coenunenuu (y3ie), a Takxke
apUTMUU C UUPKYISIUEH BOJHBI BO3OYXKIEHUS MEXKAY MPEACepIUsMU M KeIymaoukamu (C

Y4aCTUEM AOIIOJIHHUTCIBHBIX MMPEACCPAHO-KEITYJO0OYKOBBIX COGHHHGHHﬁ).

KO/Ibl MKB 10
145.6 — Cunnpom Bonbda-Ilapkuncona-VYaiira.
147.1-CynpaBeHTpuKyisipHas (HaIKeTyJoukoBas) Taxukapaus. [lapokcuzmanbHasi TaXxukapus:
npezcepaHas, MpeIcepIHO-KETYA0UKOBAs, UCXOIAIAs U3 COSAMHEHUS, Y3II0Basl.
148 — OubpusALUs-TpeneTaHue npeacepani.
1 49.1 - IIpexxneBpeMeHHas AeToIsIpU3aLys Mpeacepanuil.

1.49.2- TpexxneBpeMeHHast IENOISPU3aIUs, UCXOAAIIAst U3 COCTUHECHUS.

IMUIAEMUOJIO0TI'UA

YacroTa BCTpE4aeMOCTH CYIPABEHTPUKYIISPHBIX TaXMAPUTMHUM B JETCKOW IOIYJIALUU-
0,1-0,4%. Haubonee pacnpoCTpaHEHHBIMH  HJIEKTPOPUZUOJOTHUECKUMH  MEXaHU3MaMU
CYNPAaBEHTPUKYJSAPHBIX TaXUapUTMHI y Jered sBistorcss AB puentpm taxukapauu - ABPT
(cungpom WPW npyrue cuHApOMBI MpeaBOo30YXIEHUS KelnynoukoB), AB y310Bble pueHTpU
TaxUKapauu, npeacepaHsle 1 AB y3710Bble SKTONMYECKUE TaXUKapaAuU. HYacToTa BCTpeUaeMoCTH
ATUX OCHOBHBIX 3JIeKTpodusnonornueckux apuantoB CBT y mereit 3aBUCHT OT Bo3pacra.
TouHbIE SMMIEMHOIOTHYECKHE TAHHBIE O PACIPOCTPAHEHHOCTH apUTMHUM Y AETEN OTCYTCTBYIOT
B CBSI3M C MX YaCTOW aCHMTOMHOCTBIO, OCOOCHHO y JieTel paHHero Bo3pacta. B crpykrype CBT

y JeTren HpeOGJIaI[aIOT AB PCOUIIPOKHBIC TaxXUKapAUU C Y4Y4aCTUCM JOIIOJIHHUTCIIBHBIX
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npeacepaHo-kenynoukoBbix coequHeHuit (JAIKC). DTot Bua taxukapauu cocrapiseT 10 80%
ot Bcex CBT B Bo3pacte no 1 roma m 60-70% B Oonee crapmiem Bo3pacte. AB y3noBas
penunpokHas Taxukapaus cocrasisger 13-24% cnydas ot Bcex CBT y gereit, mpuueM ee
BCTPEUAEMOCTh MMEET YETKYI0 BO3PACTHYIO 3aBHUCHUMOCTh — OT €IMHUYHBIX CIy4yaeB y JeTei
panHero Bo3pacta 10 30% ot Bcex CBT y mompocTtkoB. B nerckom Bo3pacte npeacepiaHas
TaxWKapIus BCTpeUyaeTcs pexe, ueM onucaHHble Boie BapuanTel CBT. Ona peructpupyercs y
15-25% npereit no 1,5 ner m 4-6% y gerei Oojee crapmiero BO3pacTa CpeAM BCEX
CYNpPaBEHTPUKYJISIPHBIX TaXWKapauil y Jerel 0e3 CTPYKTYpHBIX HW3MEHEHHH cepaua u
CYILIECTBEHHO Yallle y JeTel ¢ BPOXKACHHBIMU MOpokamu cepaua. OulOpmsiuus npeacepauit
peako BcTpeuaercs B nerckom Bospacte. Ot 30 mo 50% CBT, BbIsBIEHHBIX B HEOHATAJIBLHOM
nepuoJie, MOTYT CHOHTAaHHO HCUe3aTh K BO3pacTy 18 MecsileB B pe3ylbTare CO3pEeBaHUS
CTPYKTYp HpOBOAsIIeH cuctembl cepiaua. [lpu BO3HMKHOBEHMHM apUTMHiI B Oosiee cTapiiem

BO3pacCTC CIIOHTAHHOC BBI3AOPOBJICHUC Ha6J'II-OI[aeTC$[ KpaﬁHe PEAKO.

ITHOJIOI'UsA

B GospmnHceTBe cinydaeB (85%) HapylleHuUs ceplledHOro pUTMa y JeTel pa3BUBAIOTCS B
OTCYTCTBHE OYEBUIHBIX IIPU3HAKOB OPraHMYECKHUX MOPAXKEHUH cepAua, HO MOTYT BCTPEYaThCs
KaK OCJIO)KHEHHME IIPU OPraHUYECKUX 3a00JIEBaHUAX, TAKMX KaK BPOXKICHHbIE IOPOKHU CEpILa,
KapJAMOMHUONATHH, KapIUTHI, OIyXOJIH CEPALA U APYTHE.

CBT B 95% ciy4yaeB 0OHapyXHUBalOTCS Y JA€TEH CO CTPYKTYPHO HOPMAJIbHBIM CEPJLIEM.
@dakTopaMu pUCKa Pa3BUTHs CYNPABEHTPUKYJISPHBIX TaXUAPUTMHUH SIBJSIFOTCS: OTATOLICHHBIN
NIEpUHATAIbHBI aHAMHE3; HapyLICHUE HEHPOBETeTATHUBHOM PEryJSLUA CEPACYHOIO PUTMA C
npeobiajaHieM MapacUMIaTUYECKUX BIMSIHUNA Ha CEplIEeYHbIH PUTM; OTATOIICHHBIN CEMEMHbIN
aHaMHe3 [0 HapYIIEHUsM CepAECYHOr0 PUTMA M NMPOBOAMMOCTU y poAcTBeHHUKOB |-1l crenenn
pPOACTBA; ICUXOJIOTUYECKHE OCOOEHHOCTH JIMYHOCTH B  BHJE  ICUXO’MOILMOHAIBHON
HECTaOWUJIBHOCTU W BBICOKOI'O YpPOBHS HEBpPOTH3AllMM;, OpraHWYyecKkas NaToJOorus cepaua
(BpOXKIIeHHBIE ¥ MPHOOpETEeHHbIE TIOPOKH Cepjla, KapJUOMHONATHH, OaKTepualbHbBIN
SHJIOKAPJINT); 3KCTpakapauaidbHas natoiorus (3adoneBanus LIHC, sHIoKpuHHAs MaToOJIOTHA,
6oe3Hn oOMeHa, OCTpble M XpOHMYECKHE HH(EKIMOHHBIE 3a00JE€BaHUs); CIOPT BBICOKHX
JOCTHKCHHM.

ITATOI'EHE3

B ¢dopMupoBanuM CcTOWKHMX HapylUIeHUH CepJeYyHOro pHUTMa 3aJeHCTBOBaHBI TpHU

OCHOBHBIX MNaTO(PHU3UOJIOIMYECKHX MEXaHU3Ma, (OPMUPYIOUIMX 3JIEKTPO(YU3MOIOTHIECKUN

CyOCTpaT apuTMHH: «aHOMAJIbHBI aBTOMATHU3M; PHEHTpU (OT aHri. re-entry) ¢ ydactuem
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JOTIOJTHUTEIIBHBIX IyTE€H NPOBEACHUS HMMITYJIbCA; TPUITEPHBIE MeXaHU3Mbl. MMmeroT 3HadyeHme
BPOXKJICHHBIE ¥ TeHETUYECKHE (DAaKTOPBI, B T.4. ONPEIEICHHBINA CIIEKTP MYyTaIlii, OTBETCTBEHHBIX
3a Pa3BUTHE )KU3HEYTPOKAIOIIUX APUTMUM, a TAK)KE U3MEHEHUE HEUPOBErECTaTUBHON PETYISIUU
cepaua, crnenuduueckoe a1 kaxzaoro suaa HPC. Ot mMexaHu3Mbl He M30JMPOBAHBI APYT OT
Jpyra, a HaxoisaTca BO B3aumojeiictBuu. Jlns ¢GopmMupoBaHUs 3IIEKTPOPU3NOIOTHIECKOTO
cyOcTpara TeTEepOTONHONW AapuUTMHHM B JIETCKOM BO3pacTe 3HAYCHHE HMEIOT COXpaHEHHE
AMOPHOHAIIBHBIX 3a4aTKOB IIPOBOSALIEH CUCTEMBI.

Mexanusmbl  pasButuss CBT y gereil  pasaendroT Ha ummpaxkapouaibhvie W
IKCMPAKAPOUANbHYIE.

K unmpakapouanvnvim OTHOCAT aHATOMHYECKHE U AJIEKTPO(U3NOIOTHYECKUE YCIOBHUS
BO3HMUKHOBEHUSI AHOMAJBHBIX AJIEKTPO(OU3HOIOTHIECKAX MEXaHW3MOB BO30OYKACHHS Cepla
(HanMuue JOIOJHUTEIbHBIX MyTeH MPOBEICHHS UMIYJIbCa, 0Y4aroB aHOMaJIbHOI'O aBTOMAaTHU3Ma,
TPUITEpHBIX 30H). HemocpencTBeHHBIMM MAaTOPU3MOIOIMYECKUMHU MEXaHU3MaMHU TaXUapUTMHH
HanOoJiee YacTo CIy)KaT PUEHTPU U aHOMAaJIbHBIN aBTOMATU3M.

Puentpu - moBTOpHOE BO30YXKIEHHE ONpEACICHHOH 00JacTH cepina B pe3yibTare
LUPKYJISALIUU UMITYJIbCa 110 TaK Ha3bIBAEMOM METIIE PUEHTPU. B 3aBUCHMOCTH OT pa3MepoB NETIIN
9TOT MEXAaHU3M MOJApa3JeNAeTCs Ha MaKpOPUEHTPU M MHKpopueHTpu. IIpu makpopuentpu
LUPKYJISUUS OCYIIECTBIIAETCS IO AaHATOMMYECKU OIPEACIICHHOMY IIyTH, Halnpumep, My4Ky
Kenra npu cunapome Bonbpa—Ilapkuncona—VYaiita. [Ipy MHUKpOpHUEHTpH UMPKYyIALIUS
UMITYJIbCA MPOUCXOJUT MO (PYHKIIMOHAIBHBIM ITYTSIM.

AHOMaIIBHBIM aBTOMAaTU3M BO3HMKAET B TKaHAX Ipencepaui wiaum AB-y3na v mHOrza B
COCyJIaX, HEMOCPEACTBEHHO KOHTAaKTHPYIOUIUMX C MPEACEPAUsIMH — IOJIbIE BEHBI, JIETOYHbBIC
BeHbl. Knetkn wmuokapna, oOnagaromye CHOCOOHOCTBIO MOBBIIIEHHOIO —aBTOMATH3Ma,
XapakTepU3yloTCcs CHOCOOHOCTBIO K CHOHTaHHOM JIMACTONMYECKON Jenoisipu3alu —
U3MEHEHHI0O MeMOpaHHOro TMOTeHuHuana Bo BpeMms (as3bl 4-i nenonspusauuu. B 3m0poBoM
cepaue Haubosee ObICTpast ACTOSIpU3alusl A0 MOpora OTMEYAETCsl B KJIETKaX CHHYCOBOIO y31a,
MIO3TOMY OH SBIII€TCA JOMUHUPYIOIIMM BojauTeneM putMa. IIpu ycuneHum aBTomMaTu3ma
JATEHTHBIX BOJUTENIEH pUTMa IPOUCXOJUT IOJABIEHHE CHUHYCOBOTO y3J1a M AIKTONMYECKUN
(OKyC CTAaHOBUTCS TOMUHUPYIOIIUM IIEHCMEKepOM.

Oxcmparapouanvhule MEXaHU3MBI TaxuapuUTMHUI BKJIFOYAKOT HapylIeHue
HEHPOTryMOPaJIbHOMN PETYISILUN PUTMA, IPUBOAIIEE K N3MEHEHUIO 3JIEKTPUYECKUX ITPOLIECCOB B
CHELHMaTU3UPOBAHHBIX WM COKPATUTEIbHBIX MUOKApAHAIbHBIX KiIeTKaX. Mi3BecTHO, 4To B 60JIb-
HIMHCTBE ciy4aeB (u3nyeckas Harpys3Ka WM BBEJICHUE M30MPOTEPEHOJIa CIIOCOOHBI YCTPaHUTh

APUTMUIO NI YMCHBIINUTD €€ BBIPAKCHHOCTD.



KIIACCUOUKALIUA
Taxukapauu ¢ MEXaHU3MOM PUEHTPH
-CunycoBasi pUEHTPH TaxXUKapaus
-ATPHOBEHTPHUKY/ISIPHAS PUEHTPHU Taxukapaus (¢ wiu 6e3 cuaapoma WPW)
-ATPUOBEHTPUKYIISIPHAS Y3JI0Basi PUCHTPHU TaXUKAPIHSI
-BayrpunpeacepaHas pueHTpH TaXUKapIus
-Tpeneranue npencepauii
-Oubpuutsus npeacepanit
-AtpuodacuukyaspHas Taxukapaus, HOA0(MDACIUKYIIpHAs TaxXUKapAus, HOJOBEHTPHUKYIISPHAS
taxukapaus (Mahaim Taxukapaus)
-Lown-Ganong-Levine raxukap st
Taxukapauu ¢ aHOMaJIbHBIM AaBTOMATH3MOM
-IIpencepanast SKToNMYEeCcKast TaXUKAPAUS
-¥Y3710Bas SKTONUYECKAs TaXUKAPAUS

-XaoTuueckas uin MYJ'IBTI/I(bOKaJ'IBHaSI npeacepaHasa TaxuKapausa

KJIMHUYECKAS KAPTUHA

Hapokcusmanvnas CBT mnporekaeTr C BBIPAKEHHOW KIMHUYECKON CHUMIITOMATHUKOM,
XapakTepu3yeTcss BHE3aIHO BO3HUKAIOUIMM M MPEKPallaloIUMCS MPHUCTYIIOM cepaieOueHui,
IPOIOJDKUTEIBHOCTBIO OT HECKOJNIBKMX CEKYHJ 0 HECKOJIBKHMX 4YacoB (pexke CyTOK); y aereit
paHHEro BO3pacTa U IpH COMYTCTBYIOIIEH OPraHWYECKOW NaTOJIOTMM MHOKap/ia BO3MOXHO
pa3BUTHE OCTPOM HEIOCTAaTOYHOCTH KpoBooOpareHus. [lapokcusmanshas ¢popma CBT Bcerma
olryniaercss pebEHKOM KakK TMPHCTYNl PEe3KOro YYalleHHOTO cepaueOueHus; XapakTepHas
BHE3alHasi HOpPMajM3alMs YacTOThl CEpJEYHBbIX COKpauleHuid. Jletm wMutajmiero Bo3pacra
NPOSIBIISIIOT BBIPA)KEHHOE OECHOKOHCTBO, OTKa3 OT elbl, BO3MOXXHAa HEOJHOKpATHas pPBOTA,
pa3BUBaeTCs OAblKa. Bo Bpems mpucTyma XapakTepHa OJeIHOCTh KOXXHBIX ITOKPOBOB,
HOTJIMBOCTh, IMOBBIIIEHWE TEMIEpaTypbl Tena, noiauypus. Haubomnee Tspkenble KIMHHUYECKUE
IPOSIBJIICHUS] XapaKTEepHbI Ul JeTell paHHero Bo3pacTa (10 1 roga) B CBS3M ¢ KpaiiHe BBICOKOM
YacTOTOM CEepJEYHBIX COKpAalleHHl BO BpeMs npuctyna Taxukapauu (a0 300ya/mun) Uy
nanueHToB 6osee crapmiero Bo3pacta ¢ YCC B mpuctymne 6onee 200yn/mMun. Y nereit crapiie 7
JIeT MPHUCTYIBI COMPOBOXKAAIOTCS YYBCTBOM CTpaxa, HEpenKo kajobamu Ha Ooimu B o0iacTu
cepaua. Y 15% OonpHBIX B MOMEHT MPUCTYNA pa3BUBAIOTCS IPEICHUHKOINANbHbBIE WIN

CHHKOMAJIbHBIE cocTosiHus. boinee uwem B 60% ciaydaeB penuauBbl  MApOKCHU3MAIbHOU
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TaXMKapJUU BO3HUKAIOT B ONPEAEICHHBIM Nepuo] CyToK (LMpKaaHOCTh mpuctynoB). Cpenu
0COOEHHOCTEH KIMHMYECKOW KapTUHBI y JETed crapuiero Bo3pacTa IMpeodiafaeT BHICOKas
YacToTa HapymleHHMH cHa W obmime  Kamo0  acTeHO-BETeTaTHBHOTO  XapakTepa,
METEOUyBCTBUTENBHOCTb. [IpoBonupyromumMu npuctynsl (axkropamu y aereil no 1 roga Ha
[IEpBOE MECTO BBICTYNalOT HMH(EKLUMH, y JAeTeil CcTapliero Bo3pacTa ICUXO03MOLMOHAIbHBIN
cTpecc U ¢pu3nvecKas Harpys3Ka.

[TapokcusmanpHoe TteueHue wumeroT: tunuuasle ABYPT, ABPT npu cunapomax
npeaBo30yIeHus, NapoKcu3MalibHas popma GUOPMILIILUU-TPENETaHUs peaAcepIuil.

[Ipu nenapoxkcuszmanvnoit (xponuueckoir) CBT netv, Kak NpaBuio, HE MPEIbIBISIOT
XKaoO Ha cepaneOueHs Wi nepedor B 00JIaCTH Cep/la, BCICACTBUE YETO STH BHUIIbI APUTMUU
BBISBIISIFOTCS] CIIYYaifHO MPH MPOQMIAKTHIECKUX OCMOTpaxX, 00CICAOBaHUAX NP HANpPaBICHUU
B CIOPTUBHYIO CEKLHUIO, [0 TIOBOJY HHTEPKYppEeHTHbIX 3a0oieBaHuil. TepMmuH
“Hermapokcu3MaibHasg (XpOHMYECKas) TaxukapAus~ [OApa3yMeBaeT HAJIWYME IOCTOSHHO
YUYalIeHHOIro cepedyHoro putma. OT “napokcu3mMallbHON TaXMKapIuu 3TO HapyllEHUE puTMa
OTJIMYAET IOCTOSIHHAs apUTMHUS, OTCYTCTBHE BHE3aIIHOTO Hauyajga M OKOHYAHMS IPUCTYIHA.
YacTelii pUTM MOXKET COXPaHATHCA [UIMTENbHO, B TEYEHHE HEAENb, Mecsues, JieT. [lpu
Hernmapokcu3MainbHoOH (xpoHudeckoi) CBT Bo3BpaTHOro tuma (4epeoBaHue CUHYCOBOIO pUTMa
U 3QJIM0B CYIPABEHTPUKYJISIPHOM TaxMKap/Mu) 4yacTOTa pUTMa B 3aJllle TAXUKAPAUU COCTABISET
or 110 no 170 B mMuH. CpenHsisi NPOIOJKUTENIBHOCTD 3aJIIOB MpH HemapokcusmaibHoii CBT
BO3BPaTHOTO THUMA COCTaBIsAET OKOJNO 30 CceKk M MOXKET JAOCTUIaTh HECKOJbKMX MHHYT. Ilpu
Hernapokcu3MmanbHOH CBT mOCTOSHHOrO Tuma OTMevaeTcs pPeryispHbIi (PUTHAHBIA) PUTM
noctosiHHON 4yacToThl (130-180 B MuH) [Ipn AnuTeNnsHOM CyIIECTBOBAaHUHU HEMAapOKCHU3MallbHas
CBT ocnoxHsieTcss pa3BUTHEM AapUTMOTE€HHOW JAUC)YHKUMKM MHMOKapAa, TPUBOASIIEH K
ApUTMOTEHHON  KapAMOMHONATUM. ApPUTMOTE€HHas  KAapAUOMHUOMNATHs  XapaKTEpU3YyeTCs
HEOJIaronpusATHBIMA TeMOAMHAMUYECKUMHU CIBUraMH Ha (OHE Bce OOJbIIEro YrHeTeHUs
COKpPATUTENbHON (QYHKIIMU MUOKap/a. ACHHXPOHHOCTb M aCHHEPTHUs MPOLIECCOB PEMOJIIpU3aALUN
U JICTIOJIIPU3ALINY JKEITyI0YKOB B YCIIOBUU XPOHUYECKOM TaXMKapJIUU COMPOBOXKIAETCS PE3KUM
HapylmeHueM nepdy3un Muokapnaa. [Ipy BOCCTaHOBIEHHWH CHHYCOBOTO pUTMa B TEUYEHUE
HECKOJIBKUX HEJIeNb pa3Mephl NOJIO0CTeH MpUOIMKAIOTCS K BO3PaCTHONW HOPME.

HenapokcusmanpHoe TeYeHHE HMMEIOT: OJKTONWYECKHE TMpEACEepAHble  TaxXHKapIuu,
atunnuabie Taxukapaunu (fast-slow wmu slow-slow, ¢yaknnonansao-memtenasie  JIIDKC),

NEePCUCTUPYIOLIAs U XpoHUYecKast (opMbl GUOPHIUISLIUU-TPENIETaHUs IPEACEPIUil.
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JUATHOCTHKA
MeTtoabl IMaTHOCTUKH

JlnarsocTvka HapylIeHUN CEpACYHOr0 pUTMa B IEAUATPUYECKON IIPAKTUKE OCHOBAHA Ha
TIIATEJILHOM aHAJIM3€ aHaMHe3a, jKanod peOeHKa M MpaBWJIbHONW MHTEPHpPETallid CHUMIITOMOB,
ayCKyJbTalluM, 3JeKTpokapauorpaguu (B T.4. CKPUHMHIOBBIX  MCCIEJOBAaHUAX B
JEKPETUPOBAHHBIX BO3pacTax), JAHHBIX JPYIMX HEUHBA3UBHBIX M WHBAa3UBHBIX METO/0OB
uccnenoBanud. [loMMMO CTaHIapTHBIX METOJOB HCCIENOBaHMA pebeHKa (aHamHE3, OCMOTP,
aHaJu3 KPOBM W MOYM), KJIACCUYECKUH IJIaH oOciefoBaHMs peOCHKa ¢ HapylleHHEM pUTMa
BKJIIOYAET OT YETHIPEX 10 BOCBMH CIIECLUAIBHBIX WHCTPYMEHTAJIbHBIX METONOB HMCCIEIOBAaHUS.
Haubonee napopMaTUBHBIMU METOIaMU HccienoBanus, noMumo DK, sSBISIOTCS XONTEPOBCKOE
MOHUTOPHPOBAHKE, JONIUIEP-3XOKapAauorpadust M crpecc-TecT. HemanoBaKHOW sABIsETCS
OLICHKAa CEMENHOr0 aHaMHE3a C BBISIBICHUEM CIIy4aeB apUTMUHU, IIPUCTYIIOB IIOTEPU CO3HAHMS U
BHE3aITHOM CMEPTH WIEHOB CEMbH peOeHKa, Haxosierocs Ha odcnenoanuu. [IpunnunuansHo
BaXHO IU((GEpeHIUPOBaTh CIIydad MOTCHIUAIBHO >XHU3HEYIPOXKAIOIMINX apUTMHUH, a TakKe
HapyLICHUH PUTMA C YK€ pPa3BUBLIMMUCS OCIOKHEHUSIMHU.

Ounenka aHaMHe3a: BO3pacT BbBIABICHUS apUTMHM, CBS3b C IIEPEHECECHHBIMU
3a00J1€BaHUsAMU, BAKIIMHAIIMEH; CyObEKTUBHBIE OLIYIICHUS, HATMUYNE CUHKONAJIbHBIX COCTOSIHUM.

IKI' npoBoautcs B 12 OTBeIEHUSAX B COCTOSHUU IIOKOS, OPTOINOJIOKEHUU U mocie 10
IpUCEJaHUN C LeNbl0 JWAarHOCTUKM BapuaHTa apUTMHMM, BBIIBICHHUS €€ peaklMu Ha
MUHUMaJIbHYIO (U3MUECKYI0 Harpy3Ky, OLEHKH COCTOSIHMS TIpollecca peroispu3alui,
npojomkuTenbHocTH uHTepBaia QT (Tabnuma 2).

XoaTepoBckoe MOHMTOPHPOBAHUE IIPOBOJUTCS C IIEJIbIO BBISBICHUSI apUTMUH, CTETIEHU
€€ BBIPAKEHHOCTH, HAJUYMSI MAPKEPOB PHUCKA YKUZHEYTPOXKAIOUIMX apUTMHH. XOJITEPOBCKOE
MOHUTOPHPOBAHHWE C OLEHKOW COCTOSHUs O0a3MCHOrO pUTMa B JHEBHOE M HOYHOE BpeMs
CHOCOOCTBYET BBISBJICHHIO CONMYTCTBYIOUIMX HApyLIEHHH CEpIeYHOTrO pUTMa M MPOBOJUMOCTH,
OTIpE/ICNIEHUIO MPOLIEHTHOM MPECTABIEHHOCTH T'€TEPOTONHOI0 PUTMA, LIUPKAJHOCTU apUTMUH,
BapralOeIbHOCTU CEPJAECYHOrO0 pPHUTMA W BEreTaTHBHBIX BIMSHMA Ha putM. [lpu nomomu
XOJITEPOBCKOTO MOHUTOPUPOBAHUS OCYLIECTBISIETCS OOBEKTUBHBIA KOHTPOJIb 3(PPEKTUBHOCTH
AHTHAPUTMUYECKON TEPAIHH.

Ixokapauorpapus (Ixo-KI') ¢ nonmnepoBckuM aHATU30M U BETHBIM KapTUPOBAHHEM
NPOBOAMTCS JJIi WCKIIOUEHHUS OpraHMdeckol MaToloruu cepaua (KapIuOMUONaTHS,
BPOXKJICHHBI MOPOK CepAlla U Jp.), OLEHKH MOpP(HOMETPUUYECKHX IOKa3aTeNei, BBIABICHUS
NPU3HAKOB apUTMOTE€HHOM IUCHYHKIMM MHOKap/a, OLEHKH TeMOAMHAMUYECKOH 3HAYMMOCTH

(P deKkTUBHOCTH) TaxuUKapAuu. BaKHBIM pe3yabTaTOM 3TOTO0 METOJA HCCIICOBAHUS SBISICTCS
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OlLlIEHKa (DYHKIIMOHAJIBHOIO COCTOSIHUS MHOKapAa M BKJaJa apuUTMUM B €ro HapylleHue (Ha-
npuMep, B pPa3BUTHE JUACTOJIMYECKOH TUCPYHKINHU). APUTMHH MOTYT COIPOBOXKIATHCA
pPEMOJECINPOBAHUEM CEpPJLla C BTOPUYHBIM K HApyLICHHIO PUTMa PaCIIMPEHHEM I0JIOCTEM,
pa3sBUTHEM APUTMOTEHHOW Kapauomuonatuu. CBOEBPEMEHHOE BBIABICHUE JTUX OCJIOXKHEHHU
IO3BOJISIET TPABWIBHO COPUEHTHPOBATHCA B TAKTHKE BEAEHUS OOJBHOIO C apUTMHUEH.
BoccranoBnenne putMa y Jgereid 0e3 OpPraHMYECKOTO MOPAKEHUS cepiAla MPUBOIUT K
HOpManu3auu MOpPoyHKIIMOHATBHBIX HapamMeTpoB, a OX0-KI' ciy’)KUT OCHOBHBIM METOJIOM
KOHTPOJISI UX IUHAMUKH.

Jlpyrue MeTobl BU3yaJH3allMu CepPALA, TAKHE KaK MarHUTO-PE30HAaHCHAs ToMorpadus
(MPT) u kommbroTepHas Tomorpadus (KT) cepana, mpoBOAATCS MO MOKA3aHUSIM.

Ctpecc-TecTbl (BEJIOIPTOMETPHUS, TPEAMUI-TECT) IMO3BOJISIIOT YCTAaHOBUTH CBSI3b Ha-
pylieHuss putMa ¢ (usnueckoil Harpy3kod. Bo MHoOrux ciydasx cCynpaBeHTPHUKYJISIpHbIE
HapyLICHUs] PUTMA MPU Harpy3Ke YMEHbBIIAIOTCS U MOTYT Mcye3aTh. BaxkHO BbIABUTH Haubolee
OlacHble Harpy3ouHble apuTMuHM. Cpenu COBPEMEHHBIX METO/JOB BBISIBICHUA JETEH C
OpUCTylaMM TOTEPU CO3HAHUS BCIEJICTBUE AaCHCTONIMM CJIEAYET OTMETHTb THJIT-TECT
(MacCUBHYIO KIMHOOPTOCTATUYECKYIO MPOOY, MPOBOAMMYIO C LIEIbI0 YTOYHEHHMS] MEXaHHU3MOB
CHUHKOIAJIbHBIX COCTOSIHUIN), IOCTENEHHO 3aHUMAIOLIUI OJHY M3 BeAyIIMX TMO3ULUH B
00ce10BaHUH JIeTel C TOBTOPHBIMU MTPUCTYIAMH IOTEPU CO3HAHUS.

YpecnuumeBoaHoe 3JeKTpodu3noioruyeckoe uccjaef0BaHUe CepAula IPOBOIUTCS
JIeTSM € HeBepU(UIMPOBAHHBIMU  NPUCTYHNAMM  TaxXMKapAUM  JUId  HCCIIEJAOBAHMS
ANEKTPO(PU3NOIOTHUECKUX ~ MEXAaHHM3MOB  MAPOKCU3MAJIbHOM  TaxXUKapAWM, OIpeleseHus
qutenbHocTd 3¢ dexktuBHoro pedpakrepHoro mnepuona HIDKC npu ¢enomene Bomnbda-
ITapkuHCcOHa-YaiiTa, OLICHKH (YHKIIMOHATIBHOTO COCTOSIHUS CHHYCOBOI'O u
ATPUOBEHTPUKYJISIPHOTO Y3JIOB.

HNuBasuBHOe 3nekTpodusnogorndeckoe ucciaenosanue (IPH) cepana mpoBoguTcs
BCEM JIETSIM, HalpaBJICHHBIM Ha WHTEPBEHIIMOHHOE JICUEHUE apUTMHH, a TAKXKE B PsJie CIIy4aeB
JUIsl YTOYHEHHUS TPHUPOJbl apUTMHUU, CTENEHH €€ OMACHOCTH JJs NaleHTa W BbISBICHUS
HapylIeHUH pHUTMa, HAIpUMeEp, NPU HEBO3MOKHOCTH YCTAHOBUTH TI'€HE3 IOBTOPSIOLIMXCS
IIPUCTYIOB [IOTEPU CO3HAHMSI IIPU TIOMOIIY APYTUX METOAOB UCCIIEIOBAHUS.

Y3U muToBUAHOM Kej1e3bl IPOBOAUTCS JETAM C HAPYLICHUSIMH CEPIEYHOTO PUTMA JJIs
UCKJTIOYEHHS] OPraHu4YeCcKUX U (PYHKIIMOHAJIbHBIX U3MEHEHUH IIUTOBUIHOM JKeIe3bl, B TOM YHCIIe
IIPY Ha3HAYEHUH U B MIPOLIECCE JICUEHUSI KOPAAPOHOM.

KinHuyecknii aHaium3 KpPOBH W MOYHM, OMOXMMMYECKHMIl AaHAIM3 KPOBM. A

UCKJTIOYEHHS] UHTEPKYPPEHTHBIX 3a00JIeBaHU.
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T'opmonbl mmToBuaHOM skeae3bl: TTI, T4-ceobonubiii, AT k TIIO mist uckItOUeHUS
COHYTCTBYIOIJ_IGI;'I IIaToJIOrun LLII/ITOBI/II[HOﬁ JKCJIE3bI, B TOM 4YHUCJIIC HpI/I HAa3HA4YCHUU U B npouecce
JICYCHUST KOPAAPOHOM.

DiiekTpoKapauorpaguyeckue KPUTEPHH  JUATHOCTHKHA  CYNPAaBEHTPHKYJISIPHBIX

TaxXUKapAuM y 1€Teil MpeACTaBICHbI B MPUIOKEHHUH 1.

JAudpepeHunanbHbIA IHATHO3.

B 0CHOBHOM NpPOBOAMTCS BHYTPU 3TOr0 KJIACCa apUTMHUH, a TAKXKE C KEJIyJOYKOBBIMU
dbopmamu  taxumaputmui. Hemapokcusmanenyto CBT cnenyer auddepennmpoBats ¢
napokcu3mMasibHoi CBT Ha OCHOBaHMM KIMHUYECKOM KapTUHBI (Ui TapOKCU3MaJbHON
TaxXMKapJIuu XapakKTepHO BHE3AIIHOE HAYajl0 U OKOHYaHME MMapOKCU3Ma TaxUKap/uu, HapylIeHHue
CaMOYyBCTBHSI BO BpeMsi MpUCTyna Taxukapauu), AaHHbiXx OKI (anmekrpodusmonorunyeckuit
Bapuant aputmMun, YCC Ttaxukapauu) u XM (peructpanus MHOKECTBEHHBIX 3aJIIIOB Y JIeTeH C
HEIMAPOKCU3MAIbHONW TaxUKapJuel BO3BPATHOIO THUIIA, MIPAKTUUECKH HEMPEPhIBHAS TaXUKapIUs
y 60nbHBIX ¢ Henapokcu3ManbHOil CBT mocTosHHOTO THIa B OTCYTCTBHE JKaI00 Ha OUIYIICHUE
cepauebuenus). DOKYCHYIO TMpeAcepAHyl0 Taxukapauio cieayeT auddepeHnupoBats ¢
aTunUyHO AB-y3710BOIl  pelMIpPOKHONW Taxukapaued U atunuuHod AB-peuunpokHoit
TaxuKapIuen. HemnpaBunbshas KJIMHUYECKast WHTEpIpeTaIus KJIMHUKO-
ANEKTPOKAPAUOTPAPUIECKUX H3MEHEHMI (Hambosiee 4acTo — 3TO OIMMOOYHAs JAMArHOCTHKA
napokcusmanbHoil CBT y gerelr ¢ HenmapokcusmanbHOM CBT mocrostHHOro tuma) BeAeT K
HAa3HAUYCHHMIO HEAJEKBATHOW Tepamuu, NOpH 3TOM MONBITKM KYOUPOBAHUS XPOHUYECKOMN
TaxUKApJUU OCTPHIM BBEICHHEM OOJBIIUX J103 AHTHAPUTHUUECKUX IPENapaToB COIPSIKEHBI C
MOSIBJICHUEM OCJIOKHEHMH BIUIOTH JIO Pa3BUTHS KoJulalca MU OCTaHOBKHM cepaua. [lpu Hannuum
K00 Ha MPUCTYIIBI cepIeOneHni (C MTOCTETIEHHBIM OKOHYaHHEeM cepALleOneHus) He00X0MMO
mudhepeHIpoBaTh MapOKCU3MAIbHYIO CBT c HEBPOTUYECKUM COCTOSIHUEM,
COIPOBOKAAIOIIMMCS OIIYIIEHUEM TaXUKapIuH.

CBT c ¢yuknuoHansHOM Onokanoil Hoxek mydyka I[uca u antugpomuyio AB
PEUMIPOKHYIO TaXWKapauio Heobxomumo auddepeHupoBaTh ¢ TaxuKapaued U3 MHUOKapaa
HKEITYT0UKOB.

IMPUMEPHI ITUAT'HO30B

Cungpom WPW. IlapokcuszmanbHast opToJpoMHasi Taxukapiaus. VHBasuBHoe OODU.
Panuouactotnas karerepnas abmsuust JJIDKC neBoii 3anueit nokanu3auu ot 16.04.2015r.

[MapokcusmanbHass AB y3noBas peuunpokHas Taxukapaus (Slow-fast). MuBasuBHOe

OO®U. PagnoyactoTHas karerepHas moayanus AB coequnenns ot 13.12.2014r.

14



JleBompencepanas ¢GoxycHas Taxukapaus. VHBa3uBHOE 53IeKTPO(PU3NOIOTHUYECKOE
uccnenoBanue. PaguoyactoTHas kaTeTepHas aOJsIMs SKTOMUYECKOTO ouara (BepXyllKa yIIKa
nesoro npexacepausi) ot 20.05.2015r.

JIEYEHHUE
OcHoBHbIMU ~ (haKTOpaMHU, OINPEACTAIONIMMU TAKTUKY MEIUKAMEHTO3HOTO JIeYCHUS
6oapHBIX ¢ HCP, aBusrorcs:
- COCTOSIHUE TeMOIMHAMHUKY (CTaOMIILHOE MM HECTAOMIIBHOE);
- hopma Taxukapauu (mapoKCcU3MalibHasl WK HEMapOKCU3MalIbHas);
- 31eKTPO(U3HOIOTMUECKUI BApUAHT apUTMHH.

JleueHue HapylmIEHUI CEpAEYHOrO0 pPUTMAa Yy JETed BKIIOYACT HEOTIOXKHYI H
XpOHMYECKYI0  (apMakoTepanuio. B HEOTIOXKHOW  Tepamuu  HYKIAIOTCA JIETH C
napokcusmanbHbiMi popmamu CBT. Xponuyeckas gapmakoTepanusi HapyIIEHHH CEpISYHOTO
pUTMa y JeTell BKIIOYaeT KOHTPOIb aHOMAIBHOTO AJIEKTPO(PHU3UOIOTHUYECKOTO MeXaHHU3Ma
BO30YKIEHHsI MHOKapJa Tpd T[OMOIIM aHTHAPUTMUYECKHX MpPErNapaToB, a TaKxKe
CUMITOMAaTUYECKYIO TEpAIHIo.

Heotanoxuas Tepanmusi.

Heotnoxnas tepanus napokcusmanbaoil CBT (pucyHok 1) HampaBieHa Ha MpepbIBaHUE
napokcu3Ma TaXUKapAUM M HOpMalM3aluio remMoauHamuku. [lpu BhIABIEHHMH Mapokcu3ma
TaxUKapIuu y peOeHKa HEOTIOXKHYI0 TEepalui0 HAuYMHAIOT C BarycHbIC Npo0, KOTOphIE
IPOBOJATCS TOCIEA0BAaTEIbHO B CIEAYIOLIEM MOpsKe: MEpeBOpOT BHU3 TOJOBOM (y nerei
paHHEro Bo3pacra), CTOWKa Ha pykax; npoba BanbcanabBbl (HaTy)XKHBaHUE, HAMPSHKEHUE MBbIIIILL
OpIOIIHOTO TIpecca); HaXKaTue Ha KOPEHbB S3bIKa; MOTPYKEHUE JIUIAa B XOJIOAHYIO BOay (peduiekc
norpyxenusi). Barycuoie npoObl Hanbonee 3ppexTuBHbl B nepsole 20-25 MUHYT HpUCTyNa U
npepeiBaroT napokcusM B 50% cimyuaeB npu AB pennnpokHsix Taxukapausax U 15% ciydaes —
npu AB y3J0BBIX PpEHUNPOKHBIX TaXWUKapAusAx. Y JeTed paHHero Bo3pacTa Haubosee
3¢ (HEKTUBHBIM SABISETCS IEPEBOPOT BHU3 FOJIOBON HA HECKOJIBKO MUHYT U peQuIeKC MOrpyKeHUs
(mpuKIaAbIBaHUE K JIMILY MY3bIps cO JIbIoM). [Ipu coxpaHeHuM peryisipHOil reMoIMHaMUYeCKH
CTaOWJIBHOM MMAapOKCU3MaIbHOW TaXWKapIuu Ha (oHe TMpoBeJeHHsT BarycHbIX IMpod B
HEOTJIO)KHOM  TEepaluu IMPUMEHSIOT  YPE3IUIIEBOAHYIO  DJIEKTPOKAPIAUOCTUMYIALMIO U
aHTHapUTMUYECKHE TpenapaTsl (Tabmuia 3).

C nenpio co3gaHus OJArONPHUITHBIX, C TOYKU 3PEHUS] HEHPOTEHHOM peryisluud puTMma,
YCIOBUHM Ul MEIMKAMEHTO3HOTO KYNUPOBAaHUS MMAPOKCU3Ma TaxMKapAuU cpa3y MpU pa3BUTHU
napoKcM3Ma OJHOKDaTHO HAa3HA4YaroT CEeNAaTHBHBIC CPEICTBA, TpaHKBHIM3aTop GeHuOyT (1\2

CYyTOYHOW JI036I B 3aBUCHMOCTH OT BoO3pacTa peOeHKa), OKa3bIBAIOIIMKA CEIaTHBHOE,
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AHKCHOJIUTUYECKOE JCHCTBME M OOJaJalOIMi 3JIEMEHTaMH HOOTPOITHOW AaKTUBHOCTH, U

KapOamazernH (3mr/kr OJTHOKPATHO), obnamaromui AHTHJICTIPECCUBHBIM,
MeMOPaHOCTAOMIU3UPYIOIIMM M aHTHAPUTMUYECKUM JCHCTBHEM BCJIEJICTBHE HWHAKTHBALUU
BXOJISIILEro HaTpHeBOro Toka. Haznauenue 3tux npenaparoB 0COOEHHO BaXKHO B Cllydasix, Korzaa
IPUCTYNBl TaxXWKapIuW Yy JETEH CONPOBOXKIAIOTCA BBIPAKEHHBIM IICHXOIMOLMOHAIbHBIM
BO30Y)XJICHHEM U HMMEIOT BETeTaTUBHYIO OKpacKy. TakTMKa HEOTIIO)KHOW MEeIMKaMEHTO3HOH

TCpaIiu 3aBUCUT OT COCTOAHUA TCMOJUHAMUKH.

Taoauma 3
KynupoBaHue cynpaBeHTPUKYJIAPHBIX TAXUKAPAMii
AreHt Cnoco0 ncnonb30BaHus U 036 KJ1acc YpPOBEHb
JoKa3a- JI0Ka3a-
TEJILHOCTH | TEIBHOCTH
Barycusie mpoOsr Pednekc «morpyxenus», npoda | B
BanbcanbBel, BBeIeHHE JKell. 30H]1a, «CTOHKa
Ha pyKax»
UpesnumeBonHas Haub6onee s¢ppexrusna nmpu ABPT u TII | B
AIEKTPOKAPIHOCTHU-
MYIISUS
AJleHO3UH BomrocHoe BBenenue | B
(xon ATX CO1EB) -pannwmii Bo3pact: 0,15 mMr/xr
->1rona : 0,1 Mr/kr
Makc. go3a 0,3 Mr/kr
Bepamammun*® 0,1 Mr/Kr MeAJIEHHO B T€UYEHHUE 2-X MHUH I B
(ko ATX CO8DAO1) (mpoTuBOIIOKa3aH AeTsAM | roga »KuU3HM)
AMuonapon Harpyska: 5-10 wmr/kr B redenue 30-60 Mun b B
(xom ATX C01BDO01) | IMomuepsx: 5-15 MKr/kr/Mun

[Tpumeuanue: * -nenpeccuBHBIN AH(HEKT HA KOHTPAKTUIBHYIO (YHKITUIO CepIIia

Heotnoxnyto tepanuto napoxkcusmansHoit CBT npu cmabunvnom cocmosnuu ¢ y3xum
QRS xommuekcoMm, a Takxe ¢ mmpokuM QRS koMmiuiekcoMm B pesynbTare (yHKIHOHAIbHON
OJloKaZoll HOXKEK Iydyka ['uMca HayMHAIOT C BHYTPUBEHHOTO BBeJEHHUS ajeHo3uHa. llpu
HeA((EeKTUBHOCTH BBEJEHHE MOXHO IMOBTOPUTH €II€ JIBaXJbl C MHTEPBAJIOM HE MEHEE 2 MUH.
IIpy BHYTpHBEHHOM BBEJIEHHUM aJICHO3UH 3aMENIIseT MpoBeacHUE dyepe3 AB y3en, mpepbiBaeT
MEXaHU3M PUEHTPH U CIIOCOOCTBYET BOCCTAHOBJIEHUIO CUHYCOBOT'O pUTMa. AHTHAPUTMUYECKUI
a¢ ekt mpenapaTa cBs3aH C 3aMeIJICHUEM aBTOMAaTU3Ma MEHCMEKEPHBIX KIIETOK, 3aMeIJIEHUEM
npoBeneHuss B AB  y3me, CHWXEHHEM TOIABIICHUEM

COKpPaTUMOCTH  TNPEJCEPIH,

BLICBO60)K,Z[CHI/ISI HOpaApCHAJIMHA. HpI/I HCB(I)(I)CKTI/IBHOCTI/I TPEXKPATHOI'0 BBCACHUA aICHO3MHA
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JanbpHEHIIee HAa3HAYeHHE IIpernapara HeleJIecooOpa3HO M KyNUPOBaHHE IapoOKCHU3Ma
TaxMKapJIuu MPOJI0JIKAIOT BBEACHUEM BepalnaMuiia -aHTHapuTMHUUYecKoro npenapara |V kiacca,
JEHCTBYIOIIErO0 Ha MENJICHHBbIE BXOJSIINE KaJIbLIMEBBIE KAHAJbl, YTHETAIOLIEr0 aBTOMAaTH3M
CHUHYCOBOTO y37a M Jenojsipuzauuto B AB y3ne. Ilpu BHyTpMBEHHOM BBEAECHUM NpenapaT
ObICcTpO MeTabosn3upyercs. Beenenue npenapata mpoTHBOINOKA3aHO y JeTel B Bo3pacTe 10 1
roga. Ilpu coxpaHeHHMH TaxuKapIuu PEKOMEHIYETCs BHYTpUBEHHOE BBeieHHe mnpenapara |
Kjlacca — aMHOJIapOH, CBOMCTBaAMHM KOTOPOIO SBJIIOTCS YJIMHEHUE NPOJOLKUTEIbHOCTU
HOTEHIMaga JeHCTBUSA U pedpaKkTepHOCTH BCEHl TKAaHM MMOKapJa, BKJIIOYasl ONOJIHUTENIbHbIC
IIyTH NIPOBEJCHUS, BCIEACTBHUE OJIOKA bl KaJIHEBbIX KAHAIOB; TOPMOKEHHE OBICTPOrO BXOSILEr0
HATPUEBOTO TOKA; JIOKATBHOE aHTHAJIpEeHepruueckoe (Kak anmb(da-, Tak u OeTa-OJoKupyroIiee)
JIefiCTBME Ha YpPOBHE MHOKapJa, HE pacHpOCTpaHSAIOIIEecs Ha JPYrHe OpraHbl U CHCTEMBI;
0J0Kasia KaJabIMEBBIX KAaHAJOB, BCIEJCTBME YErO BBbI3BIBACT YPE)KEHHE pUTMA M 3aMeJlIeHue
npoBeneHuss B AB-y3ne; mwiatauus nepudepuyeckMX M KOPOHApHbIX cocynoB. Iluk
KOHLEHTpAlluu IpernapaTta B CBHIBOPOTKE KpoBU jocturaercss B TeueHuu 30 munyt. Ilpu
HEeOoOXOUMOCTH BBEJECHHUE IpernapaTa MOXHO IPOBOAMTH B TEUYEHHUE HECKOJBKHUX CYTOK (HE
6onee 5 nHei). AMUOJIAPOH TaKKe MOXET BBOJUTHCA OOJIFOCHO C MOCIENYIOLIEH IINTeNbHON
uHpys3uei (tadiauna 4).

VY nereil ¢ reMOIMHAMHUYECKU HECTAOUIIbHOM MAPOKCU3MaIbHON TaXUKapIueH, a TaKkxKe C
TpeneTaTuHeM/ pUOPUIUISIIUEH TIpeIcepaueii, METOIOM BBIOOpA SBIISIETCS CUHXPOHU3UPOBAHHAS
KapauoBepcHust ¢ HaudanbHOM »sHeprueil 0,5 JK/Kr M mOCHEIyIONMM MOBBIILIEHUEM MpU
HeoOxoaumoctH 10 1 JLx/kr. M3 aHTHapUTMUYECKUX IMPenaparoB (C Y4eTOM IMpelnojaracMoro
BUJIa apUTMUHN) NTpUMeHstoTcs npenaparthl |1 kimacca (amuogapoH), Kak B HAMMEHBIIEH CTEeTeHN

BJIMSIFOIIIMX HA COKPAaTUMOCTh MHOKap/a (Tabmuia 3).

Xponuyeckas papmaxkorepanus

[IporuBopennnuBHas (OazucHas) wmeaukameHto3Has Ttepanuss CBT wumeer wnensvu
KOPPEKIMI0 HEHPOBEreTaTUBHBIX  HApYIIEHUH, CHOCOOCTBYIOUMX  (YHKIMOHUPOBAHUIO
AQHOMAJIBHBIX AJIEKTPO(U3NOIOTHUECKUX MEXaHU3MOB BO30YXKIeHHs MHOKapnaa (6azucHas
Tepamnusi); HEMOCPEICTBEHHOE BO3JIEHCTBUE Ha 3JEKTPO(PHU3MOIOTHYECKHI cyOcTpaT apuTMUU
(aHTHapUTMHUECKHE MpenapaTsl). bazucHas Tepanus criocoOCTBYET BOCCTAHOBIIEHHUIO 3aIIUTHOM
(GYHKLIMU CHUMIMATO-aJJpEeHAIOBOM CHUCTEMbl M OKa3bIBaeT Tpo(HUUECKoe BO3JCHCTBHE Ha
BEreTaTUBHbIE LEHTPHl PErYyJSIMM, BOCCTAHABIMBAas OallaHC BEreTaTUBHOW pEryisLuu

CEepIIEYHOTO0 pUTMA, CMELIEHHBbIM Yy Jnered ¢ HemapokcusManeHon CBT B cropony
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OTHOCHUTEIILHOTO TMpeodiagaHusl TMapacuMIaThdeckux BiIusHUM. C 3TOW IMeENbl0 y JeTed ¢
Henapokcu3manibHoi CBT Ha3zHaualoTCsi HOOTPONHBIE M BETETOTPOIHBIE IMpenaparbl Co
CTUMYJIUPYIONIAM KOMIIOHEHTOM JEHCTBHUS (aMUHAJIOH, TIyTaMUHOBAas KHCIOTa, 3HIedado,
CceMaKc, KOPTeKCHH, 1epedponusut). Helipomerabonuyeckue CTUMYISTOPHI B pa3HOM CTENEHU
00Ja1al0T aHTHACTEHUYECKUM, CHMIIATOMUMETHYECKUM, BEreTaTUBHBIM M aJalTOr€HHBIM
(ynydiaroT TOJEPaHTHOCTh K 3K30I€HHBIM cTpeccopaM) neiictBueM. Y gnereit ¢ CBT atu
npenaparbl Ha3HAYAIOTCA MOOYEPEIHO Ha 2-3 Mec. Kaxablid (00mas MpoaoHKUTEIbHOCTh
nepBoro kypca 6 wmec). IIpy 10CTOBEpHOM YMEHBIIEHHH BBIPAXKEHHOCTH AapUTMHUU TOCIE
MIPOBEACHUS IEPBOr0 Kypca, IOBTOPHBIN KypC Ha3HAYaeTcs Ha 3 Mec.

B cnydae pa3BuTHS apUTMOTCHHOW KAapAUOMHOINATHHM, 4YACThIX, KIUHUYECKU U
reMOJIMHAMUYECKH 3HAYMMBIX MPHUCTYIIOB MAPOKCU3MAJIbHON TaXWKapAHMH M HEBO3MOXKHOCTH
NPOBEJCHUS  MHTEPBEHIIMOHHOTO JiedeHUs (MajJeHbKHMH Bo3pacT peOeHka, OJIM30CTh
apUTMUYECKOT0 CcyOcTpara K CTPYKTypamM HOPMajdbHOM MPOBOJSIIEH CHUCTEMBI Cepialla WU

KOPOHApPHBIM apTepUsIM), Ha3HAYACTCS aHTHAPUTMUYECKas Tepanus (Tadbmuna 4,5).

Taoauua 4

IHoka3anus K KaTEeTEPHOI A0JSIIUN U EPOPATbHOI MPOPUIAKTHYECKOM
aHTHApUTMHU4YecKoH Tepanuu npu penuausupyromux CBT y nerei

KJIMHUYECKasi CUTyalus pEeKOMEHIauH KJ1acc YPOBEHb
J0Ka3a- J0Ka3a-
TEJIBHOCTHU | TEJIbHOCTH

Cungapom Bonbda-ITapkuncona-Yaiita u KaTeTepHast absAus | C

SMMN30JbI pCaHNuMaAIUU 110 IMOBOAY BHE3aITHOM
CEPAECUYHON CMEPTH

Cunnpom Bonbda-Ilapkuncona-Vaiita, KaTeTepHast a0suus | C
cunkone, npu UIIDC: anTeporpaguslit
a¢deKkTUBHBIN pedpaKkTepHbIN PO
JIOTIOJTHUTEIBHOTO MTYTH MPEACEPIHO-
KEITYIOYKOBOTO coequHEeHUsI MeHee 250 Mc

[TocrosHuas unu perunuBupyromas CBT npu | kaTerepHas absius | C
HAJIMYAA AUCHYHKIIMA MHUOKAp/Ia )KeITyI09YKOB
Cunapom Bonbda-Tlapkuncona-Yaiita u/unu | KaTeTepHas absius | C
cumnTomubeie CBT B Bo3pacte crapuie 5 et

npornadeHoH |

COTAJION |

aMuoAapoH 1B
Cungapom Bonbda-ITapkuncona-Yaiita u/unu | nponadeHoH | C
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cumntomubie CBT B Bo3pacTe meHee 5 et COTaJION A
KaTeTepHast a0JIsIust 1B
aMUuOJapOH 1B

Cungapom Bonbda-Ilapkuncona-Yaiita u KareTepHast a0ysanus | C

JKaoObl Ha MPUCTYIIBI cepALIeOneHUS

PHCTYI pal ’ npornadeHoH I

uHayuupoBanHeie Bo Bpemst OO CBT B

BO3pacTe cTapiie S Jer COTaJION |
aMUuOJapOH 1B

Enunnunble unu penkue napoxkcusmel CBT HabroAeHNe | C

IIPU OTCYTCTBUU MPU3HAKOB

(p yT P npoba BanbcanbBbl I

NpeaBO30Y>KJEHHUs) B BO3pACTE CTapiiie 5 JieT
TaKTHKa «Ta0JETKA B A
KapMaHe»

(mpormpanoston 80 mr,
COTAaJIOoN)
KaTteTepHas a0sus B

CBT, Bo3pacT crapuie 5 neT, XpoHu4ecKas KaTteTepHas a0JsIus A C

AHTHAPUTMUYECKasl TepaIHsl MPOSBUIIA

3¢ (HeKTUBHOCTD AJI1 KOHTPOJIS aPUTMHUU

CBT, Bo3pacT MeHee 5 jeT (BKIouas KaTeTepHast a0JIsIus A C

MJIaJICHIEB), KOT/Ia aHTUAPUTMUYECKas

Tepanus, Bkitoyas kiacc | u |1, He nokazana

CBOIO 2((EKTUBHOCTH WU ObLIA

acCOLMUPOBaHa ¢ MOOOYHBIMU 3 deKkTamu

Hanuune npeaso30yxaenus Ha DK npu KaTeTepHast absAus 1B C

OTCYTCTBUH CUMIITOMOB (T.€., IPH OTCYTCTBUHU

T (r.e., 1P yr aro0bIe I

HNapOKCH3MalIbHBIX HapyIIEHUI pUTMa,
aHTHApUTMUYECKHE

00MOpOKOB), BO3pacT cTapiie 5 JeT, IperaparTsI

TaXHUKap/aus He BepUPHUIMPOBaHa, PUCK U

I0JTh32 TMPOBEICHHS BMEIIATEIbCTBA

00BSICHEHBI

Hanunune npenso3oyxaenus nHa OKI mpu KaTeTepHast a0suus I C

OTCYTCTBUHM CUMITOMOB, BO3PaCT MEHee 5 JieT
r00bIe I
AHTHAPUTMUYECKHE
Ipenaparsl

CBT, koHTpOaMpyeMasi aHTUAPUTMHUYECKOMN KareTepHast abJsAus I C

Tepanuei, Bo3pact 6osee 5 et
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Taoauna 5

PexomeHnaoBaHHBIE 10361 H OCHOBHBIE N10004YHBIE 3(PPeKTH HanboIee MUPOKO
NpUMeHsieMbIX aHTHapuTMUYeckux npenaparos npu CBT y nereii

AHTHAPUTMU- CyTOYHas 71034, OCHOBHBIE [TokazaHus K CHUKEHUIO 103bI
4eCKUn paccuMTaHHas Ha MPOTHBOINOKA3aHNUS | MM OTMEHE IpenapaTa
npenapar Maccy Telna
[Tponpanonon | 1-3 mr/kr 3 pasza B OpoHXHabHAS Opanukapaus
(xon ATX CYTKH acTMma
CO07BA05)
ATeHomnon 0.3-1.3 mr/kr 1 pa3 B | OpoHxHuagbHas Opanukapus
(xon ATX CYTKHU acTMa
C07AB03)
Bepamamun 4-8 mr/kr 3 pasza B CHUKEHUE Opanukapaus
(xon ATX CYTKH COKPaTUMOCTH
CO8DA01) MHOKapa
[Tpomadenon 10-15 mr/kr 3 paza B | cHiKeHue Gpakiuu | ymupenue komruiekca QRS
(xom ATX CYTKHU BBIOpOCA JIEBOTO 6o1ee 25%
CO1BCO3) KEIy104Ka,
noyevHas
HEJ0CTaTOYHOCTh
COTAJION 2-8 mMr/KT 2 pasa B runepTpodus ynnuHeHue unrepsana QT
(xom ATX CYTKHU MHUOKap/ia JICBOTO 6omee 500 mc
CO7AA07) REILy0tKA,
YIJTHHEHUE
untepsana QT,
TUTIOKAJTUEMUS,
KITUPEHC
KpeaTHHUHA MeHee
50 mr/mi,
OpoHXHaJIbHAS
acTMa
AMuonapoH Hacseienue: 10 YAJIMHEHUE yunHeHue naTepBana QT
(ko ATX Mr/Kur B TeueHue 10 untepsana QT, ooxee 500 mc
C01BDO1) JTHEI; J03UPOBKA
MOJJIEP)KUBAIOIIAs: 5 | aHTarOHUCTOB

Mmr/kr 1 pa3 B cyTku

ButamuHa K u
TUTOKCUHA JOJDKHA
OBITh CHUIKEHA

Y OOIBHBIX C HCMApPOKCU3MAJIbHBIMHA CBT nokazaHus K Ha3HAQUYCHUIO ITOCTOSHHOM

aHTI/IapHTMH‘{eCKOﬁ TCpaIlliu aHAJIOTUYHBI TAKOBBIM JISI UHTCPBCHIIMOHHOT'O JICUCHU . HOBTOMY,

Ha3HAa4YCHUC

AHTUAPUTMHUYCCKUX

IpernapaToB

BO3MOXHO

TOJIBKO npu HaJInm4ynun

MPOTUBONOKa3aHuil k nposeneHnto PYA (panHuil Bozpact peGeHka, 01M30CTh apUTMHYECKOTO

CY6CTpaTa K CTPpYKTypaMm HOpMaHBHOf/'I HpOBOI[HIJ.[CIZ CUCTCMbBI CEpJAla WKW KOPOHAPHBIM
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apTepusiM, OOJIBIIIOE KOJIMYECTBO APUTMOTCHHBIX (OKYCOB), a Takke Nnpu HedIPHEKTUBHOCTH
PYA wiM HEBO3MOXHOCTH €€ TPOBEACHHS (HEBO3MOXKHOCTh HMHIYKIMHM TaXWKapIUH IIPH
BHyTpucepaeuHoM DDU).

[lpy HanMuUK apUTMOTEHHOW TUCHYHKIUU MHOKap/ia (CHMITOMax CepAeYyHOU
HEJIOCTaTOYHOCTH), BBICOKOH YacTOT€ TETEPOTOMHOI0 pUTMAa HA3HAYACTCsS JHUIOKCHH B
noanepxkuBatomeit noze 0,005mr/xr/cytku (B 2 mpuema). Llenp Ha3HaueHUs AWTOKCHHA —
KOHTPOJIb YaCTOTHI COKPALICHUS KETYTOUKOB.

[Tpu CBT omnenka 3¢ (GeKTUBHOCTH JIeueHUs] 0a3upyeTcss Ha W3MEHEHUU KIMHUYECKOTO
TEYEeHUS] U OOBCKTHBHON pPErHCTPAllMU BBIPAXKEHHOCTH APUTMHH COBPEMEHHBIMH METOJIAMH
HEMHBA3UBHON AMAarHOCTHKH. Cpeau MeTol0B OOBEKTHBHOIO 3JIEKTPOKapAuorpaduyeckoro
KOHTPOJISI IPEAIOYTEHHE OTAACTCS XOJITEPOBCKOMY MOHUTOPHPOBAHHUIO C OIEHKON YaCTOTHBIX
napamMeTpoB 0a30BOT0 M TETEPOTONMHOIO PHUTMA 3a CYTKH, B JHCBHOE W HOYHOE BpEMS;
OIIPENICIICHUEM IIUPKAIHOCTH U MPEICTABICHHOCTH FETEPOTOBHOTO PUTMA 32 CYTKH (B CYTOYHOM
o0beme KapauoukiioB). Ilpm mombope aHTHAPUTMUYECKHUX TpENapaToB MpPEABAPUTEIBHYIO
OLIEHKY J(Q(PEKTHBHOCTH JICYCHUS PEKOMEHAYETCS IPOBECTH C Y4eTOM (hapMaKOKMHETHKH
npenapara B IepBble JHHU (HEAETI0) Tocie ero HasHaveHus. Ilpu mapokcusmanbHoit CBT
MOJIOXKHUTEIIbHAS JMHAMHUKA CO CTOPOHBI CHMIITOMOB MOSIBIISIETCS TOCJICIOBATEIBHO U UMEET
OTIpe/ieIeHHbIe 3aKOHOMEPHOCTH. llepBOHAYANBHO MPOUCXOAUT HM3MEHEHHE IHMPKATHOCTH B
BO3HMKHOBEHUH TPUCTYIOB TaXWKApAWU — HanbOoyee HeOIarompusATHbIE HOYHBICE W BEUYECPHHE
NapOKCU3MBl CMEHSIOTCS JHEBHBIMH WJIM YTPEHHHMH. 3aTeM HM3MEHSETCS XapakTep
kynupoBaHusi npuctynoB CBT — mpuctymbl, paHee Kymupyroomgecs TOJIbBKO Ha ()OHE B/B
BBC/ICHHMS AHTHAPUTMUYECKUX TMPENapaToB CTAHOBATCS TOABEPKCHHBIMH KYITHPOBAHHIO
BaraJbHBIMH TIpoOamu. 1, HaKoOHEN, NMPOUCXOAWT YMEHBIICHWE TUTEIHPHOCTH WM YacTOTHI

IMMPUCTYIIOB, 3a KOTOPLIM CJICAYCT UCUC3HOBCHHUC ITAPOKCU3MOB.

PaguouacroTrHasi kaTerepHas adasauusA

Ha cerognsmHuii 1eHp OTPOMHOE 3HAYEHUE B MEIUATPUU UMEIOT HePapMaKOoJIOTHYeCKHe
METOABI JICUEHHUs apUTMUH — paguovyacToTHass KarerepHas aOmsnus. besomacHOCTb,
3 PEKTUBHOCTH PaIMOYACTOTHON KaTeTEPHOM abIALUu clienaiy absauo METOIOM BbIOOpa s
OOJIBIIMHCTBA MAIUCHTOB C CYMPABEHTPUKYISIPHBIMU TaXUKapaAusaMHE (Tabmuma 4).

D(PGhEeKTUBHOCTh OMEpallMM  PATAOYACTOTHON KAaTETEpHOW aOJSIIMU  OIICHUBACTCS
MHTPAOIIEPALIMOHHO Ha OCHOBAHUHU CIEIHUAJBHBIX DJICKTPOPHU3NOIOIMYECKHX KpPUTEpUEB, a
TaK)K€ B PaHHEM U OTAAJEHHOM IOCJIEONEPALMOHHBIX NEPUOJAX Ha OCHOBAHMM MCUE3HOBEHUS

TaxMKapJuu U MpU3HAKOM Npesk3uTanuu mnpu nposeneHuu OKI' u CMOKT'.
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B onpeneneHnn nokasaHWi CiIenyeT NPUICPKUBATHCSA «Pa3yMHOr0» KOHCEpBATH3Ma Y
JIeTell paHHEro BO3pacTa, YTO CBA3AHO C BBICOKOW BEPOSTHOCTHIO CIIOHTAHHOI'O MCYE3HOBEHUS
HapylieHus putMa K 18 MecsuHoMy Bo3pacty. OnnHako y 30% 13 HUX apuUTMHUS B IOCJIENYIOIIEM
peLUIUBUPYET, 4TO TpeOyeT HAONIOAEHUS M INPHUHATUSA pELIeHUs O JalbHeHleill TakTuke
nedeHus. HecmoTps Ha IIOCTOSHHOE pa3BUTHE W YCOBEPILIEHCTBOBAHUE TEXHOJIOTHH,
JMarHOCTUYECKUX M JICYEOHBIX AIIEKTPOAOB-KAaTETEPOB, y JETed pAaHHEro M JOIIKOJIBHOTO
BO3pacTa PUCK pa3BUTHUS OCIOKHEHMM BBILIE, YEM B CTApILIEH BO3PAcTHOW rpymnme. B cBsa3u ¢
9TUM y JETEH MEpBBIX 5 JIET XU3HU NPEANOYTCHHE OTAACTCA MEJUKAMEHTO3HBIM METOJaM
JgeyeHust Tepanuu. PaaumouacToTHas aOnsAUus TaXWapuUTMHUM y JeTedl paHHEro BoO3pacTa
BBIMOJIHSACTCST B HauOoJjiee TMOJrOTOBICHHBIX KIMHUKAX MO0 JKU3HEHHBIM ITOKA3aHMSIM:
BbIpaKCHHAs] KJIMHUYECKasi CUMITOMATHKA, FTEMOJUHAMUYECKH 3HAUUMasl apUTMUsL, 1ujaTalus u
CHW)KCHHE KOHTPAKTUIIbHOW (YHKIMH IKENyJOYKOB (QpPUTMOrCHHAsh KapAHOMHOIATHS),

Hed(P(EKTUBHOCTH BCEX aHTHAPUTMUUYECKHUX MPENapaToB (BKIOYas aMHaJ0POH).

BEJEHUWE IMAITMEHTOB

Bce manmeHThl € CyNpaBEeHTPUKYISPHBIMH TaXUAPUTMHUSAMU (IMTAPOKCU3ZMATBHBIMH U
HEMapoKCHU3MalIbHBIMH ) HAOTIOAA0TCS: KapAHOJIOrOM 10 MECTY KUTEIbCTBA 1 pa3 B 6 MecsIIeB;
KapJMOJIOTOM CHEUAIU3UPOBAHHOIO apUTMOJIOTHYECKOIO IIEHTpa — He pexe 1 paza B roa. B
CcTaHJapTHBIA TUIaH oOciemoBanus Bxomar: DKIT B 12 crammapthbix oTBeneHusx, IXoKT,
XOJITEPOBCKOE  MOHHUTOPHUPOBAHHE.  BOJBHBIM,  MOMy4YAIOMIUM  JJIUTENHHOE  JICUCHHE
aHTuaputMuyeckumu npenapatamu IKI' nomkHa peructpupoBaThes He pexe 1 pa3a B 3 Mec Kak
B KIMHO-, TaK U B opTomojioxkeHun; XM pekoMmeHayercs He pexe 1 paza B 6 mec. Ilo
MOKa3aHUsIM TMPOBOAATCS HewHBazuBHoe OO®U, ctpecc-tect. Pa3BuTme HOBBIX, HE
3apErUCTPUPOBAHHBIX PaHee HAPYIICHWH puUTMa cepiama, yanuHeHus wHTepBana QT ma DKI,
MOSIBJICHHE BHYTPHKENYJOYKOBBIX W aTPUOBEHTPUKYJSPHBIX Oyokany Ha QoHe mpuema
AHTUAPUTMUYECKUX TMPENapaToB SBISIETCS OCHOBAHUEM JUIsl OTMEHBl AHTUAPUTMUYECKOTO
npenapara. HazHaueHre HOBOro rnpenapara ¢ aHTUAPUTMUYECKUM JEHCTBUEM BO3MOKHO MOCIE
OIleHKH 24-X 9acoBOTr0 MPOQUIS CEpIeYHOTO PUTMA IOCIE IUMUHAINNA TPEABIYIIET0 U3-3a
pucka ycyryoneHus: npoapurMoreHHoro ¢ dexra. [Ipu qnurenpbHOM HazHaueHUH amuoapona 1
pa3 B 6 Mec peKOMEHIYeTCsl OllEHUBATh pa3Mepsbl, cTpykTypy (Y3UN) u GyHKIHIO MUTOBUIHON
JKeJe3bl.

[Ipu BBIOOpE CXEMBI JICUEHHWs TpemaparTbhl HAa3HAYAIOTCS TIOCIEOBATEIbHO, HAYMHAS C

[IPernapaToB ¢ MEHBIINM IIEPUOJIOM MOTYBbIBEICHUS U He Oojee 2-3 mpenapaToB OAHOBPEMEHHO.
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[Ipu cToiKONM MEIUKAMEHTO3HONW PEMHCCHUU apUTMHUU MPOBOAUTCA IJIAHOBAas OTMEHA TEparuvu.
[lepen cHsATHEM C [JMCIAHCEPHOTO YydYeTa IIOKa3aHO  KOHTPOJbHOE oOcienoBanue (c
o0s3arenpHbIM IpoBeaeHueM ODKI', cyrounoe MonutopupoBanue IOKI', 9XO-KT', crpecc-Tecra,
X0JITepOBCKOTO MOHUTOPUPOBAHUS).

[TponomxuTensHOCTh HAOMIOIEHUS MALIMEHTOB TOCe BhIOMHEHUS ornepauu PUA:

1. Tlocne mnpoBeaenust omnepauuun PYUA [OMOMHUTENBHBIX MPEACEPAHO-KETYIOUKOBBIX
coenmunenuit (cunapom WPW) u ABVYPT, yepe3 3 u 6 MecsleB IPOBOAUTCS KOHTPOIBHOE
obcnenoBanue (¢ obs3arenbHbIM npoBeAcHueM DKI, 9XO-KI', cyrouHOro MOHUTOPHPOBAHUS
OKI'). Ilpm Haimmuuu KajnoO® Ha MNPUCTYNBI CEepPALCOMEHUH B OTCYTCTBUM IPU3HAKOB
npesk3utanuu Ha OKI', moka3aHo MpoBeACHHE YPE3NMUIICBOIHOIO 3JEKTPO(PU3NOIOTHIECKOTO
uccienoBanus. Ilpu OTCYTCTBMM JaHHBIX 32 pEUUAMB APUTMHUM TNALMEHT CHUMAeTcs C
JUCTIAHCEPHOTO y4eTa.

2. Ilocne mnpoBenenus PUA mnpeacepaHoil TaxuKapAuM KOHTPOJbHBIE OOCIEIOBAHUS
npoBoasTcs yepes 3 mecsna (OKI', cyrounoe monutopupoBanue IKI', 9XO-KI'), a takxke 6 u
12 mecsaues (OKI', cyrounoe monutopupoBanue OKI'). Ilpu orcyrcTBUM AaHHBIX 3a peLUIUB

APpUTMHUHA MMAITUCHT CHUMACTCA C AUCITAaHCCPHOI'O YUCTA.

NCXOJbI 1 TPOT'HO3

Hcxonpl M mporHo3 3a0ojeBaHHs BO MHOTOM 3aBUCAT OT BUAA TaXMapUTMUHU.
[Ipencepnnas skronuueckas Ttaxukapaus (I19T) B perckod momynsiiuu  NpeACTaBleHA B
OCHOBHOM B paHHeM jnerctBe. B 30% ciydyaeB mpoucxoaut cnoHtaHHoe paspemienue [19T.
Xaotuyeckas mpejcepAHas Taxukapaus y OonpmmHcTBa aereit XIIT nuarHoctupyercs B
BO3pacTe 10 3-X jeT. B OonbIIMHCTBE CllydaeB apUTMHUS MPOSBISETCS MIPU3HAKAMU CEpJICUHON U
JIBIXaTEeJIbHOM HEIOCTaTOYHOCTH, UMEETCSl pUCK BHE3amHOM cMmepTu. JlinTenbHoe HabIoeHe
yKa3biBaeT Ha OmaronpusitHbii ucxox — B 50-80% cioyyaeB MNpOUCXOOUT CIOHTaHHOE
IpeKpalleHe apuTMUU y OOJBIIMHCTBA MalMEHTOB B Bo3pacte 12-18 mecsueB. Tpemneranue
IpeacepaInii HOBOPOXKIEHHBIE M AETEH MEpBOro roja *usHu cocrasisger oT 11-18 no 30%, B
Bo3pacrte crapuie roga TII cocraBisier 8% ot Bcex CBT. C Bo3pacToM yBenuuuBaeTcs OIS
TII, accounnpoBannbix ¢ BIIC B o6meit crpykrype TII oT 6% y HOBOpOXIEHHBIX 110 92% y
nereit crapuie roga. [Ipu oTCyTcTBUM CTPYKTYpHON WM/WMIM OPraHUYECKOM MaToNOTHH CcepAala
IPOTHO3 OJIArONPUATHBIN NPU YCIOBUM paHHEro KYMUpPOBaHWUS apUTMHMU. BHyTpumnpencepanas
pe-eHTpH TaxwKapjus BcTpedaercs y 5-10% ManueHToB MepeHeCInX OMNepanuyd MO TOBOIY

BPOXIEHHBIX MOPOKOB CEPAIA, COMPOBOXKIAIOIINXCSA aTPUOTOMHUEN. [[aHHBIM BHI apUTMUU C
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TPYAOM TMOANAETCS KOHCEPBATUBHOMY JICUEHHWIO M HMEET HeONarompusTHBI MpPOTHO3.
ATNBTEpHATUBOM SIBISETCS TMpOLEAypa PaJAMOYACTOTHONW aONSAIuu. Y370Bas ASKTOMHYECKAS
TaxXWKapus, Kak MpHOOpeTEéHHas, Tak U BpOXAEHHAs (opMa B OTCYTCTBUU JICUCHUS HMEIOT
HeOmaronpusaTHeIA TporHo3. Cunapom Bonbbha—IlapkuHcona—YaiTa OTHOCUTBCS K COCTOSTHUSAM
C PUCKOM BHE3aIIHOM ceplieyHOM cMmepTH, KoTopbiid coctaiseT oT 0,15 no 0,39% teuenue 10
JIeT HAaOJIFOICHHUS, YTO BBIIIE OOIICTIONYISIIHOHHOTO PUCKA BHE3AITHOW CEPICTHOM.
PaguouacToTHas aOusiiust SIBISETCS] €IMHCTBEHHBIM PAaIUKaIbHBIM METOJOM YCTPAHEHUS
CYNpPaBEHTPUKYJISPHBIX  apUTMUNA. I(P(EKTUBHOCTh JaHHOM MHPOUEAYpbl IO JIaHHBIM
MexayHapoaHoro peructpa PYUA y gereit cocraBisier or 76,9 % mnpu mnpencepAaHbIX

TaxuKapausax 10 97% npu aTpuBEHTPUKYISIPHON Y30BOM pe-€HTPU TaXUKapIUu.
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DnexkTpokapArorpapuUecKiue KpUTEPUHN TUArHOCTUKU CYNPAaBEHTPUKYIISPHBIX TaXUKApIUil y neTen

Tabmanma 2

Bun napymenui ABPT ABYPT Tpeneranue npencepauit OubpuIALUS
puTMa cepaua OproapomHas | AHTHAPOMHAS «fast-slow» «slow-fasty» Tunuanoe Atunuynoe npeacepani
[Ipusnak
Yacrora putma 220-320 B muHn | CooTBeT- 150-280 B Mun 150-280 B Mun | Yacrota mpen- | YHacrora Yacrora
y HOBOPOXIEH- | CTBYET cepauii 230-450 | mpencepamii npejacepauit
HbIX, 160-280 B | opTOAPOMHOI B MuH (Mmenbme | 200-300 250-350
MUH Y JETeH | TaxukKapauu IpH  CTPYKTYP-
0oJee crapiero HOM MAaToNoTuH
BO3pacTe cep/ia)
Perynsapuoctb [IpaBuiibHBIN [IpaBunbubiii | [IpaBunbHBIM [IpaBunbHBII Perynsapnsii, 3aBUCHUT OT | 3aBUCHUT oT
putMa npu YCJIOBUU | CTEIIEHU AB- | crenenn  AB-
(UKCUPOBAHHOW | OJIOKAIbI OJIOKaIbI
crenen  AB-
OJIOKabI
3yben P OtcyrcTByeT OrcyrctByer | OTCyTCTBYET, Otpunarens- Otpunarensusie | [lonoxurensHele | Manenskue, ¢
WIM  OTpulia- 1m0 peTpo- HBIN B | MUJI000pa3Hble | MHJIOOOpa3Hble | TPYIOM
TenbHbI, RP- rpaanblif, Moxer | orBeaeHusx I, | 3yOus B | 3yOLBI B | pa3nu4uMble
WHTEPBAJ B HacinauBatbes unu | I, aVF u ¢ V4 | orBenenusix |, | orBenenusix |1, | 3yOusl,
orBenennu Il > 3aKaHYUBaTh mo V6 I, AVF I, AVF CKpBbIBaroIIKECs
70 ms komruiekc QRS BQRSuT
PR unrepBan He He P-  3yben B | HopmanbHbIii He He He
oTpesenseTcs ompenensercs | kommiekce QRS | (wm CJIETKa | ompenensercs ornpezensercs onpezensercs
WIH OYeHb | YIUIMHEH) c
KOPOTKHUI RP | mmuaHBIM RP
uHTepBal (<70 Mc) | HHTEpBaJIOM
QRS komrIeke V3kuit (mpu | upoxuit V3kuit V3kuit V3kuil, ecnu HeT | Y3Kuid, eclii HeT | Y3KUH, €ClIu HeT
OTCYTCTBUH (>120 mc) (<120 mc) (<120 mc) 0JIOKaJIbl HOXKEK | OJIOKaIbl HOXEK | OJIOKaJIbl HOXKEK
0J10Kabl HOXKEK nydka ['nca nyuka ['mca nyuka ['mca
. ['ucca)
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MIPOJIOJDKEHHE TaOTUITHI 2

Bupn nHapymenuit

Buyrpunpencepanas

[Ipencepanas sSKTONUYECKAs TAXUKAPIUS

Yanoseas sxkmonuueckasn maxukapduﬂ

pUTMa cepaua PUEHTPU TaXUKapAHs [IpaBoe npencepaue JleBoe mpencepaue [Tocne koppekuuu Bpooicoennasn
IIpusnax BIIC
UYacrora putma | Yactora mpencepauii 250- | 100-250 B MmunyTY 100-250 B Munyty [Tocrosinuas ¢ | Ilocmosnuas c
300 yactroto 110-250 B | uacmomou 110-250 &
MUHYTY (peHoMeH | munymy (penomen
«pa3orpeBay U | «pasozpesar u
COXJIAKJCHUS) «OXNANCOEHUSLY)
PerynspHocTh 3aBucut ot creneHu AB- | Perymspusiii, 10 Tex | Perymsapusiii, 1o Ttex | [IpaBunbHbIN Ilpasunvruiii
puT™Ma omokazp! (00sraHO 2:1) nop noka HeT AB 610- | mop moka Het AB 6i10-
KaJbl, 3aTeM Hepery- | Kajpl, 3aTeM Hepery-
JSAPHBIA;,  TaXUKapAus | JAPHBIA;,  TaXUKapAWs
MOCTETIEHHO «pa3orpe- | MOCTENEeHHO «pa3orpe-
BaeTCS»,  YBEIUYMBASI | BACTCS»,  YBEIMUYUBAs
UCC u taxxe- | HCC u TaKke
«OCTBIBACT» «OCTBIBACT»
3yb6er P OTtuernubiBe wi | «t» P-BomHa B |, u | «» P-Bomna B |, u | P-Bomna HopmanbsHOU | Omuemnussie
MajneHbkue, ¢ TpyaoM | AVL; noxoxa Ha cuny- | AVL; «+» P-BoiHa B | aMIUIUTYZbI, 4YacTOTa | bICOKOAMNIUMYOHbIE
pa3Iu4YuMble 3yOusl, | coByto P-Bomny ecmm | V1 npeacepauii  HEeMHOTO | P-60/Hbl; 0ueHb HU3KAA

ckpeiBatomuecs: B QRS
uT

o4ar pacmhoJIOXKEH Yy
CHHYCOBOI'O Y3JIa; «-»
P-BonHa ecnu ouyar Jjio-
Kalnu30BaH B HIKHEH
YaCTH MPABOro MPEJC.

MEHBIIIE,
JKEIyJOUKOB

yeM

yacmoma npeocepoulti

PR unrepBan

He onpenensercs

KopoTkuii oTHOCHTENB-
HO HOPMBI, TIOKa He
nosiButcst AB 6mokana

KopoTtkuii oTHOCHTENB-
HO HOPMBI, TIOKa He
nosiButcst AB 6mokana

He omnpenensercsa us-3a
AB-nucconuanuu

He onpeoensiemcst u3-
3a AB-ouccoyuayuu

QRS komrIeke

V3Kkuii, ecii HET OJIOKaIbI
HOXeK myuka ['ucca

V3kuid win HOpMaib-
HBIM 11 BO3pacTa, Io-
Ka He MOSBUTCS OJI0Ka-
Jla HOXe Imydka ['uca

V3kuii wiM HOpMaib-
HBIM 171 BO3pacTa, Io-
Ka He MOSBUTCS OJI0Ka-
Jla HOXKeK nyuka ['nca

V3kuit B ciydae
OTCYTCTBHUSL  OJIOKaJIbI
HOXeEK ITydka ['mca

V3kuit B ciydae
OTCYTCTBHUSL ~ OJIOKAJIbI
HOXeEK ITydka ['uca

Practical management of pediatric cardiac arrhytmias/edited by Vicki L. Zeigler and Paul C. Gillette. - Futura Publishing Company, Inc. Armonk, NY,

2001- 422 p.
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