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Cnucok cokpaimeHui

BCC — BHe3anHas cepieuHas cMEPTh

BOK — BHe3anHast ocTaHOBKa KPOBOOOPAIICHHUS

HK]I — uMmmaHTUPYEMBIN KapArnoBepTep-AehuOpUILIATOP

KIDKT — karexonamuHeprudeckas NoauMopQHas :KeayJ0UKoBas TaXUKapaus
JICO — neBOCTOPOHHSASI CUMIIATIKTOMUS

OKI' — snekTpokaparorpaMmma

Ox0KI" — sxoxapauorpadus
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TepMHHBI U onIpeIeSIeHUs

BHe3anHast 0cTAaHOBKA KPOB0OOOpallleHUs1 — BHE3AIHAs [1OTEPsl CO3HAHMUS,
COIPOBOXKAAKOIIASACA OCTAHOBKOM JBIXaHUs, OTCYTCTBUEM CEPACYHON NEATEIbHOCTU U
apTEepUAJIbHOTO JaBJICHUS.

BHe3anHas cepacuHasi CMEPTb — HCHACUJIBCTBCHHASA CMCPTH BCJIICACTBUC CGpIIC‘-IHOfI
MaToOJIOIrur, HACTyNMBUIAA B TCUHCHUE Yaca OT MaHI/I(l)eCTaLII/II/I OCTPBIX CUMIITOMOB, KOTOpOﬁ

MNpeaAMICCTBYCT BHE3AIIHAA ITOTCPS CO3SHAHUA.
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1. Kparkasi ungopmanmst

1.1 Onpeneaenue

KartexonamMuHepruyeckas nojJuMopgHas ey 104KoBasi TAXUKAPAMs - 3a00JIeBaHUE U3
TPYIIIBI CEPICYHBIX KaHAJIONATUIN, XapAKTEPU3yeTCs 3JI0Ka4€CTBEHHBIM TEYECHUEM,
noJIMMOP(HOI IByHANIPABICHHOM KEITyJOYKOBOW TaXUKapIUeH, TPOBOLUPOBAHHOMN
(bU3HYECKON W/UIT IMOIIMOHATILHOW Harpy3koi [ 1, 2].

1.2 DTHOJ0ruSA U IATOreHEe3

B nonasnsroniemM GOMBIIMHCTBE CIy4aeB KaTeXOJaMHUHEPTUIeCKas NoIuMopdHast
JKEITyI0OUKOBasi TaxuKapaus oOyciosieHa mytanusimMu B reHax RYR2 u CASQ?2 [2, 3, 4]. T'en
RYR2 konupyeT puaHOIMHOBBIN peLIENITOp MEMOpPaHbl CapKOIIa3MATUYECKOT0 PETUKYIIyMa,
MPOBOJISIINN HOHBI KaJbLIKs U3 JICTIO B IUTOIUIA3MY KJIETKH. MyTalul B 3TOM T'€HE BBISBISIIOT Y
50-65% OONBHBIX; THIT HACTIEIOBAHHS TP MOPAKEHUH STOTO T€HA ayTOCOMHO-JOMUHAHTHBIH.
I'en CASQ2 kogupyet 6es10K KaabMOIYJINH, MOLYIUPYIOUINI (PYHKIMIO pUaHOIUHOBOTO
peueniropa. Tumn HacnegoBanus mpu myrtanusx B reie CASQ2 ayTocOMHO-peleCCUBHBIN,
oOycnaBnuBaet 70 5% cirydaeB CHHIpOMA. B e IMHUYHBIX CeMbsIX ObLTH ONMMCAHBI MYyTaI[UH
renoB KCNJ2, CALMI1 u TRDN, koTopbie COMpOBOKAAIOTCS TOJIMMOP(HHOM cTpecc-
WHIYIIUPOBAHHOW KETYI0YKOBOM Taxukapauen u BeiIcokuM puckom BCC (1ab. 1).

Tab6auua 1 - MonekynsipHO-TeHETUYECKHE BapUAHTHl KaTEXOJaMHUHEPTHIECKOHN MOTUMOPPHOI
JKETyIOUKOBOM Taxukapauu [35, 6, 7, 8].

I'en benoxk Bapuanr |Pacnpoctpanennocts| Tun HacienoBaHUs
RYR2 PuanoMHOBBII CPVT1 50-65% AyTOCOMHO-
peuenrtop JIOMUHAHTHBIN
CASQ2 KanbcekBectpun -2 | CPVT2 2-5% AyTOCOMHO-
pELIECCUBHBIN
KCNJ2 Kir2 CPVT3 <1% -

CALM1 KaJIbMOJIYJIMH CPVT4 <1% AyTOCOMHO-
JIOMUHAHTHBIN

TRDN Tpuanun CPVT5 <1% AyTOCOMHO-
pEeLIECCUBHBIN

IIpu myranmsax B rene RYR2 uzMmensieTcss CTpykTypa puaHoqMHOBOTO PELENTOPa, BCIEICTBHE
Yero HapylaeTcs ero B3auMozaencTBue ¢ perynsaropasiM 6enkom FKBP12.6 u camkaercs
CIOCOOHOCTh KaHajla OTKpbIBaThes. 1101 BIMSHUEM CUMITATHYECKOW CTUMYJISALIUU BOSHUKAET
JMCCOIMALIMS KaHalla U OeJKa, MPOUCXOAUT YTeUKa HOHOB KaJIbLUS U3 JIETIO
(capkoIuIa3sMaTU4ecKuil peTUKYIyM) B KJIeTKy. [leperpyska KieTku KajablieM CoCOOCTBYeET
aKTUBAIMU KaJblIMEBO-HATPUEBOr0 0OMEHA, YCUIMBAETCSI CKOPOCTh BXOJIAIIETO HATPHUEBOTO
TOKA U MOSBIIAIOTCS YCIOBHS ISl pa3BUTHS 3a/1€p>KaHHOM MOCTAETIONSIPU3ALMY (TpUTTEpHAs

AKTUBHOCTB), KOTOpas SIBJISIETCS OCHOBHBIM MexaHn3MoM aputMuu npu KIDKT.
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KanbcekBecTprH OTHOCUTCS K OOJIBIIIOMY IPOTENHOBOMY KOMILIEKCY PUAHOIMHOBOTO
peLenTopa u SBJISIETCS OCHOBHBIM pe3epByapoM HOHOB Kanblus. Jledekt Oenka ycuinBaeT
OTBETHYIO PEAKIIHIO PUAHOJAUHOBOTO PEIENTOPA Ha BHYTPUKIICTOYHBINA KAJbIIUH, KOHIICHTPALIHS
KOTOPOIr'0 YBCIMYCHA ITpH CUMIIaTUYECKOU CTUMYJIALIUHA, ITIPOUCXOAUT YTCUKA KaJIbIIHA U
YCIIOBHS IS 3a/iepkaHHoM noctaenosipuzanuu Orcyrereue 50% Oenka KIMHUYECKH He
MPOSIBIISIETCS, JIUIIb MPU HATMYUH JBYX T€TEPO3UTOTHBIX MyTalUi, THO0 MyTaluii B

TOMOJIOTHYHBIX aJUIEJIAX T€HA pa3BUBACTCsA TUIIMYHAs KiuHUYeckas kapruHa KIDKT.

Kanpmomynua MoaynmupyeT GpyHKIUIO pUaHOIMHOBOTO PEIENTOPEI, CHOCOOCTBYET B HOpME
YBEJIMYCHUIO KOHIICHTPAIMH KaJIbIUs B KJIETKe. MyTaluy B 3TOM I'eHE IPUBOJIAT K YCUIICHUIO
dbyakuum 6enka (gain of function), 4To TakXke CIOCOOCTBYET MEPErPy3Ke KICTOK KaJIbIIUEM.

1.3 DnuaeMuoJ10rust

Pacnipoctpanennocts 60sbHBIX ¢ KIDKT cocraBnser npenmnonoxurenasHo 1:10000, oqaako
WCTUHHASI IPEACTaBIEHHOCTh CUHAPOMA B MOMYJISIIIUN HAa CETOAHSIIIHUN JeHb HEe YyCTaHOBJICHA

[2, 9.

1.4 Konuposanue no MKBE-10

| 47.2 — [1apokcu3malibHas KenyaouKoBas Taxukapaus; [lonmumopdHas xenyaoukoBas
taxukapaus; KatexonamMuHepruieckas eayJI04KoBas TaXUKap/ausi.

IIpumeps! AMarHo308

e Karexomamuueprudeckas moauMopgHas )KelyJ09KOBast TaXUKaP U, CAHKOITATbHBIC
COCTOSIHUSI.

e Karexomamuueprudeckas moauMopgHas KelryIouKoBasi Taxukapaus. BHe3amHas
OCTaHOBKAa KpOBOOOpaIIeHHs (1aTa).

1.5 Kinaccupukanus

Knaccugukanus KIDKT ocHoBbIBaeTcs Ha aHAJIM3€ MOJIEKYJISIPHO-TEHETUYECKUX B HACTOSIIIIEE
BpeMsI BKJIIIOYAET 5 MOJIEKYJISIpHO-TeHETUYECKUX BapuaHTOB (Tad. 1).

2. JImarnocTuka

2.1 7)Ka100L1 1 aHaAMHE3

Kommenrtapuii: Coeracho konceHcycy no nepeutuHbiM 31eKmpudeckum 3a001e8aHUAM cepoya
KIDKT ouacnocmupyrom npu crnedyowux oocmosmenvcmeax [9]:

1. Cmpecc-unoyyuposannasn osynanpasnennasn KT unu nonumopuas sxenyooukosas
akempacucmonus u noaumopgpnasn KT npu cmpyKkmypHo HOPpMATbHOM cepoye u Omcymcmeue
namonoaudeckux nammeprnom Ha K1y 6onvHozo 6 sozpacme 0o 40 nem;
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2. Hpu BbISI8NICHULU NAMOSHOMOHUYHOU mymayuu,

3. Ilpu omscowennom no KIDKT cemetinom anamuese, koeoa cmpecc-mecm uHoyyupyem
noaumoppuyro/osynanpasnennyio KT,

Kimmnanueckas kaptuna KIDKT xapakrepusyercs peuauBUPYIOIIUMU CTPECC-
WHIYIIUPOBAHHBIMU CHHKONAJIIHBIMU COCTOSIHUSIMH, a TAK)Ke MOJIUMOP(HU3MOM HapyIICHHUHA

puT™a.

CHHKOIaJIBHBIC COCTOSIHUS MAaHU(ECTUPYIOT B BO3pACTE CTapIie TpeX JIeT; HanboJiee 4acTo
TiepBBIC CHHKOTIEC pa3BuBaeTcs B Bozpacte 7 10 10 nmet. [IpoBonupyroT cuHKOME pU3ndecKas Win
OIMOIIMOHAIbHAS HArpy3Kka. lHoraa 60bHOM OIIyIaeT yyaleHHoe cepAreOneHre nepes
MPHUCTYIIOM TIOTEPHU CO3HAHUS. B psijie ciydaeB mepBbIM MPOSIBICHUEM 3a00JIEBaHUS MOKET
crate BCC [10].

Y 30% 6onbHBIX ceMelHbIi anamHues oTsromen BCC B mononom Bo3pacte [5].

[Tpu cOope anamHe3a HaNOOJbIIIEE BHUMAaHUE HEOOXOAUMO YIEIATh OIPOOHOM
XapaKTEPUCTUKE CUHKOMAJIbHBIX COCTOSIHUM: BO3pacT MaHU(ecTalluu CUHKOIIE,
MIPOBOLIMPYIOLTHE CUHKOIIE (hakTop (Harpys3ka, SMOIMOHAIBHBIN CTpecc, MpoOyKaeHue, Boja,
BHE3aIHbIN 3BYK), 0OCOOCHHOCTH Hayaja U OKOHYaHUs IPUCTYIIA, CAMOYYBCTBUE 110CIIE
BOCCTaHOBJICHUS co3HaHUsA. OO0s3aTeIbHON YacThIO0 00CIIeTIOBAHUS SABIISIETCSI COPOC CEMEHHOTO
aHamMHe3a (HaJu4Ke y pOJICTBEHHUKOB | 1 2 cTeneHu poAcTBa NPUCTYIOB [TOTEPU CO3HAHUS
W/WJTU CITy4aeB BHE3AMTHOM cMepTH B Bo3pacTte 110 40 JieT), a TakKe MOUCK MOPAKEHHBIX YJICHBI

CCMBbHU.

2.2 duzukajabHoe 00cae10BaAHHE

o Ilpu npoBeaeHUH CTaHAAPTHOTO KIMHUYECKOTO OCMOTPAa OCOOEHHOCTEH, XapaKTEPHBIX
st KIDKT BwIABUTE HE yaaercs.

2.3 JIabopaTopHAasi AUATHOCTHKA

e Pexomennyercs OMOXMMHUYECKHI aHaIN3 KPOBH C OLIEHKOW AJIEKTPOJIMTHOTO COCTABA,
OIIEHKAa aKTUBHOCTHU KapAuocnenupuieckux GepMeHTOB U MapKepOB BOCIIAJICHMUS,
BKJIIOYAs UCCIIEJOBAHUE TUTPA AHTHUTEN K CTPYKTypaM cepAla.

(Cuna pexomeHaanmii — 2; J0CTOBEPHOCTD 0KAa3aTeJLCTB — B)

e Pexomennyercs olieHKa TOPMOHAIBHOTO MPOMUIIS IIUTOBUAHOM JKeJe3bl
JJIs1 UCKITFOUCHU S BTOpI/I‘—IHI)IX COCTOSIHI/IfI, HpI/IBOHHH_[I/IX K )KGJ'IYJIO‘—IKOBI)IM
taxuapuTMusM. (Cuiia pekoMeHaanuil — 2; 10CTOBEPHOCTh 10KA3aTeJNbCTB — A)
o Pexomennyercs MOJIEKYISIPHO-TEHETUUECKHM aHanu3 AJi1 BepUpUKalUU A1arHosa,
ompesieNieHus: IPOrHO3a 3a00JIeBaHUS.

(Cwniia pekomenaanuii — 15 10CTOBEPHOCTb 10KA3aTEJIbCTB — A)
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KOMMeHTapI/II/I: B6bINOJIHAEMCA 6CcemM nayueHnmam npu nepeuvnom obcnedosanuu. Hoemopﬂemc;l
npu no6mopHsblX BU3UMAX NO NOKA3AHUAM.

buoxumuuecroe uccnedosanue Kposu ¢ oyeHKoL I1eKmpoIUmHO20 COCMAsd, OYeHKd
AKMUBHOCMU Kapouocneyuguueckux hepmenmos u Mapkepos 60CNAleHUs, 6KI04as
ucciredosanue mumpa aumumesl K CMpyKmypam cepoyd, a maxaice 20pMOHAIbHO20 NPODULsL
WUMOBUOHOIU dicee3bl NPOBOOAMCSL C Yelblo UCKTIOYEHUS] IMOPULUHBIX COCMOAHUL, NPUBOOAUSUX
K J1Cey00UKO8bIM MAXUAPUMMUAM. [JUuHaMUYecKull KOHmpoib pakmopos pucka maxaice
8KIIIOUAem onpeoesienue YPOsHsl INeKMPOIUNO8 KPOSU U 2OPMOHAILHO20 NPODUIISL WUMOBUOHOU
Jrcenesl.

Ilpu nposedenuu cenemuuecko20 UCCIe008aHUSL BO3MOICHO NPUMEHEHUE OUACHOCTNUYECKUX
naweet, Komopule 6KII04A0m 6ce 2eHbl, ONUCAHHbLE 05 0aHH020 3a0o.1esanus. Monexkynsapho-
eeHemuyeckoe 00cn1e0osanue npodanoa 3aKI0Yaemcs 8 NOUCKe Mymayusi 60 6Cex U38eCmHbIX
2eHAX, YHUMbBIBAsL BO3MONCHOCMb HAIUYUs Oolee 00HOU Mymayuu. Mymayuu 6 u36eCmHuvIX 2eHAX
sviaenaiom y 50-70% cenomunuposannuix 601bHbIX. [laniee ocyuecmeniemcs noucKk
NAMOCHOMOHUYHOU MYMAYUU y Y1eHO8 CeMbl, 8 MOM Yucie OeCcCUMNMOMHBIX.

2.4 UacTpyMeHTAIbHAS JTHATHOCTHKA

e PexomenaoBaHo mpoBejicHUE deKTpoKkapauorpaduun [9, 11].

(Cuna pexomeHaanmii — 1; 10CTOBEPHOCTH J0Ka3aTeJLCTB — B)

KommenTapuu: losepxnocmuas IKI' 6 12 omeedenusx nposooumcs 6cem O0IbHbIM 6
KAUHONOL0NHCEHUU, Opmonoaodxcenuu u nocie 10 npucedanuti co ckopocmuio 50 mm/c.
Oyenusaromes obwenpunsimole napamempul u unmepagansl. /s koppexyuu unmepean QT no
omnowenuio k YCC npumensiemes gpopmyna Bazemma (OT,c/NRR,c). Ilpu KIDKT na
cmanoapmuou KT mocym bvimwb 3apecucmpuposan cunycosas opaoukapoust; KOpoOmxull
unmepsan PQ; oounounvle u napHvle noaumopghrvle Hceayo0ouKkosvle IKCMpacucmo.sl, 8
HEKOMOpbIX CAVYasX He3HayumenvHoe yonunenue unmepeana QT.

e PekoMeHI0BaHO TpoBeleHUE TecTa ¢ GU3NIECKON Harpy3Kou [9].

(Cuna pexomeHgauuii — 1; 10CTOBEPHOCTb J0KA3aTEJIbCTB — A)

Kommentapumn: Tecm ¢ ghuzuueckoii Hacpy3Koll nposooOumcst 6cem OOIbHbIM C Yelbio
ouaenocmuxu KIDKT, a maxoice 0ns onpedenenus 3¢hhekmusHocmu anmuapummuieckou
mepanuu. B xo0e mecma ¢ ¢uzuueckou naepysxou npu YCC ceviwe 110 yo/mun
PecUCmMPUPYIOMcst AI0PUMMUPOBAHHbIEe NOTUMOPPDHBIE HCETYOOUKOBbIE IKCMPACUCNOTb
OOUHOYHBIE U NAPHbBLE, KOMOPbLE NPU YEETUUEHUU HACPY3KU MPAHCHOPMUPYIOMCS 8
O0BYHANPABIEHHYIO HCETLYOOUKOBYIO MAXUKAPOUIO U PUOPUTLIAYUIO HCETYOOUKOB.

IIpooonsxcumenvnocms unmepeanos QT u QTc oyenusaemces 8 ucxooe, Ha MAKCUMYMe HA2PY3KU

U Ha 60CCMAHOBJIEHUU.
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e PekomennoBano mnposeneHue cyrounoro MonutopupoBanus DKI' (XM OKT) [9]. (Cuaa
pexoMeHaanmii — 1; 10CTOBEPHOCTH 10KA3aTeJILCTB — B)

KommenTapuu: Cymounoe (xonmeposckoe) monumopuposarnue IKI' (XM-IKI') nposooumcs
0151 BbIABIEHUSL MAPKEPOB INEKMPUYECKOU HECAOUTLHOCIU MUOKAPOA, d MAKICe
CONYMCMBYIOWUX HAPYUEHUL PUMMA U RPO8OOUMOCTIU.

Hnsa 6onvuvix ¢ KIDKT xapaxkmepen nonumopguszm napywenuti pumma. Ilpu XM-OKI na ghone
CUHYCOBOU OPAOUKAPOUU PeUCTNPUPYIOMCA OOUHOYUHbIE U NAPHBLE NOAUMOPDHBLE
AHCEYOOUKOBbLE IKCMPACUCMOILL, 3AINbL HEYCIMOUYUBOU NOIUMOPPDHOU UTU OBVHANDABLEHHOU
Maxukapouu,; 0OUHOYHbLE NPedcepOHble IKCMPACUCTONbL, 3AINbL HEYCMOUYUBOLL
CYNPABEHMPUKYIAPHOU MAXUKAPOUU U 0adice dNuU300bl YudpULIayUU NPedcepoull.

e PexomenmoBano mpoBeneHue dxokapauorpadpum (3xoKI) [9].

(Cuna pexomeHaanmii — 1; 10CTOBEPHOCTD JI0Ka3aTeJbLCTB — B)

KommenTapuu: Oxoxkapouocpagpuueckoe ucciedosarue nposooumcst 6cem 60abHbIM Npu
nepeUUHOM 006C1e008aHUS OIS UCKIIOUEHUS. OP2AHUYeCKol namonocuu cepoya. Illosmopro no

NOKA3AHUAM, a4 MAKdHce OOIbHBIM ¢ UMNIIAHMUPOBAHHBIM KAPOUOBEpmMepOoM-0epuoOpULIAMOPOM.

e PexomenmoBaHo IMPpOBCACHUEC NHBA3UBHOI'O SHCKTpOCI)I/ISI/IOJIOFI/I‘IeCKOFO HCCIICAOBaHUA

[5].

(Cuna pexomMeHaanmii — 2; J0CTOBEPHOCTD J10KAa3aTeJLCTB — B)

Kommenrapum: Hneasusnoe DU npu KIDKT nposooumca no nokazanusam 0isi 8bls81eHUS
B03MOJICHBIX MPUL2EPOE IHCUIHEY2POACATOU el APUMMUU — CYNPABEHMPUKYIAPHBIX
maxuapummuti. Yyecmeumenvrocme u cneyuguunocme ungasuenozo IPHU 6 ouaznocmuxe
coocmeenno KIDKT nuskas.

2.5 Nuast AMATHOCTHKA

I[I/Id)(beDCHHI/IaHLHaH JAUArdHoCTHUKaA.

JuddepeHumanbHbIi [UarHo3 MPOBOAAT € 3a00JI€BaHUAMH, XapaKTEPU3YIOLIMMHUCS TPUCTYIaMU
MOTEPU CO3HAHUS, IPOBOLIMPOBAHHBIMU HArpy3Koil U Ha (OHE CTPYKTYPHO HEU3MEHEHHOTO
cepla, HapuMep ¢ CHHIPOMOM y/UITMHEHHOTo uHTepBaia QT uimu uauonaTuyeckon
GuOpHILILIEH JKeTy10UKOB.

3. JIeuenue

Tepanus 60apHBIX ¢ KIDKT BKIIO4aeT KOppekLuio o0pasa KU3HH; MEAUKAMEHTO3HYIO U
HeMeuKaMeHTo3HYIo podminaktuky BCC, a Takxke HEOTI0KHYIO TEPAIUIO KeyTJ0UKOBON
TaXUKAPAUU THUIIA «ITUPYIT». 3aHATHS MPO(HEeCCHOHAIBHBIM CIIOPTOM U MHTEHCHBHBIE
¢u3nueckre Harpy3ku NpoTuBonokasansl BceM 0onbHbIM ¢ KIDKT.

10
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AHTHapUTMHUYECKas TEpaIns Ha3HAaYaeTCs OKU3HEHHO C KOPPEKIUEH 103bI ITpenapaTa 1o Becy
10 MEpE pocTa MalueHTa.

3.1 KoncepBaTuBHOE JIeUeHHE

e PexomenaoBaHo Ha3HadyeHue OeTa-aapeHoOokaTopoB [3, 9, 12].

(Cuna pexomeHaanmii — 1; J0CTOBEPHOCTD 10KA3aTEJILCTB — A).

KOMMEHTapI/II/I: Hpenapambl HasHavaemcs noHCU3IHEeHHOo, 003a onpe()e/memc;z C yuemom eecom

001bHO20 He3asucumo om sospacma (mab. 2). Pekomenoosanvl k npumenenuio npu KIDKT

HeceneKkmugHvle bema-adpeHob10Kamopbl HAOOI0N U NPONPAHOIO], 8 MeHblUlell CIEeNneHU,

ceneKmusHblll bema-0J10Kamop ameHool.

Taﬁ.mma 2- HeKapCTBeHHbIe npenaparsl, UCIIOJIB3YEMbIC B JICUCHUHN TAIUCHTOB C CHHAPOMOM

YAJIIMHCHHOTI'O UHTEpBajla QT

(propranolol)

0JI0KaTOP

MexnyHapoaHoe Kon ATX MexaHu3Mm IeCTBUS Jl03a 1 myTH BBEICHUS
HENaTEeHTOBAaHHOE npenapara
Ha3BaHUE IIpenapara
[Tponpanoson ™ CO7AAQ5 [HecenexTuBHblil Gera- 1,0-4,0 mr/kr/cyt B 3-4

rprema

Hamoson (nadolol)

CO07AA12

IHecenexkTuBHEBIN OeTa-
Os10KaTOP

0,5-1,0 mr/kr/cyt B 1-2
mprema

Atenoson ™ (atenolol)

C07ABl11

CeneKTHBHBIH OeTa-
Os10KaTOP

0,5-2,0 mMr/kr/cyT B 2
mprema

Dnexannun (flecainide)

C01BC04

briokaTtop HaTpHEBBIX

3,0-6,0 Mr/kr/cyT B 2

rpenapar III knacca

(He 3aperucTpoBaH B KaHaJIOB mpuema JieTsiM crapiie 12

PD) et

AMuogapoH ™ CO01BDO1 |AHTHapuT™MHUYECKUI 5,0-10,0 mr/kr/cyT B 2
rpenapar III kmacca [preMa

Cotaion ™ CO07AA07 |AHTHapUTMHYECKHI 1,0-2,0 mr/kr/cyt B 2

npruema

o PexomeHnn0BaHO Ha3HaUYeHHE OJOKATOPOB HATPUEBBIX KAHAJIOB MJIM aMHOAAPOHA JUIs
KOHTPOJIS CYNPaBEHTPUKYIIAPHBIX Taxuaputmuii [13]. (Cuiia pekomenaanmii — 2;
JAOCTOBEPHOCTb J0KA3aTEJNbCTB — A)

KommenTapuu: [Ipenapam nazuavaemcs 6 00noineHuu Kk bema-aopenooioKkamopy.

3.2 Xupypruueckoe JeueHue

e PekoMeH0BaHa MMIUIAHTAIIMS KapauoBepTepa-nepudpumstopa [9].
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KommenTtapuu: Haubonee sghghexmusnvim memooom npogunraxmuxu BCC senrsemcs
uMnIaHmayus Kapouosepmepa-0eQuopuiIamopa, Komopas 6 00313amenbHOM NopsoKe NOKA3aHA
6cem DObHBIM, NepeHeCcUM 8HEe3ANHYI0 OCIMAHOBKY KpogoobpaweHus. [lokazanus K
umnaanmayuu UKJ] npusedenvt 6 mabnuye 3. bonvuioe snauenue umeem npasuivHoe
npoepammuposanue UKJ[ y 6oronvix ¢ KIDKT 6 c653u ¢ 8bIpajicenHoll 21eKmpuyecKkol
HecmaduIbHOCMbI0 MUOKAPOA KAK npedcepouti, max u sxcenyooukos. Heobxooumo: sxuouenue
aAneopumMmo8 OUCKPUMUHAYUU HAOHCETYOOYKOBLIX MAXUAPUMMULL (PA3TUYHBIE ) KAHCO020
npouszeooumeins), 30na oemexyuu O 214-230 yo/mun; onumenvHocms okia demexkyuu DK +
spems 3apsoa UK/ (8-10 cex) donoicro dvims ne menee 20 cex, omkitouerue
anmumaxuxapoumuyeckou cmumynayuu (ATP); nepavlil wox ¢ MAKCUMATbHOU SHepeuell, Nocie
2 woka nociedosamenvHoe nepexaoyeHue NOAAPHOCMU 80HbL 0ePUOPULIAYUU.

e PexoMenmoBaHO MpOBEEHUE JIEBOCTOPOHHEH cuMmnaTakTomuu [9, 14, 15].

KommenTapumn: JIeocmoponHs cuMnamakmomusi peKOMeHO08aHaA NAYUEHMAM, } KOMOPbIX
PeyUoUBbl HCeryOOUKOBOU MAXUKAPOUU COXPAHSIOMCSL, HECMOMPS HA NPUEM MAKCUMATbHO
oonycmumotl 003vl bema-o1oxkamopos. Ilokazanus Kk npoeedeHuo 1e60CmopoHHell

CUMNAmMIKmomuu npueedeHbl 6 ma6ﬂuue 3.

Ta6numa 3. Iloka3zaHus K Tepanuu 0eTa-aapeH00JJ0KaTOPaMu, JIeBOCTOPOHHENH
cuMnaTIKkToMum U uMiviantanuu UK/l npu karexosaMmuHepruyeckoi moaumMopduoit
JKeJIyJ0YKOBOH TaXMKaApAUHU

Kuace Kiannnyeckue nokazanus Yposennb
A0KA3aTeJbHOCTH
|  |ADco/0THBIE TOKA3aHUS C

bema-adpenobnokamopul nOKa3anvi:
e Bcem cuMnToMHBIM NalMEHTaM
Hmnaanmayusa kapouoeepmepa-oeduopuinamopa nokazana
001bHBIM C:
e BHE3aITHOW OCTAaHOBKOH KpOBOOOpaIlleHHs B aHAMHE3E;
e  peuUAMBHUPYIOIIME CUHKOIE W/WIN
nonumopduas/neynanpasiensas KT Ha tepanuu bb.
Uleeocmoponnas cumnamiKmomus nOKA3ana NAYUEeHmam c:
e  PELUIMBHUPYIOLINE CHHKOIE U/WIN
nosmmopdHast/aByHanpasnennas KT na trepanuu bb.

lla |OTHOCHTE/bHBIE MOKA3aAHUS C
bema-aopenodiokamopul noKazaml:
e OeccMMNTOMHBIM ManueHTaMm ¢ noAaTBepxkaeHnon KIDKT
e (nexkaunun B nonosHeHNH K bb y 00MbHBIX ¢
PEIUIUBUPYIOIITUMHU CUHKOIIE W/WITH
noaumopduoit/ neynanpasnenHoi KT Ha tepanuu bb

IIb VIesocmoponnnas cumnamikmomus nokazana nayuenmam c:
e MOTHBHPOBAaHHBIMH cpabaTHIBAHUAMM; JHOO MpH
HaJIM4MH POTUBONOKA3aHUM K Tepanuu bb.

I [Mmnnanmayus kapouosepmepa-oeudpunnamopa C
npomueonokasana:
e 0ECCUMNTOMHBIM OOJIbHBIM.
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4. PeaOnnuranus

MeauiuHCKoi 1 GU3HYECKO peadbunuTanuu 00JBHBIX He TpedyeTcs. [leTsm ¢ yacThiMu
cpabarsiBanusiM UK/ pexomenoBana KkoHCybTanus ncuxosora. [lokazano canatopHo-
KYpPOPTHOE JICYCHHE B CAHATOPHUSAX KAPIUOIOTUIECKOTO MPOQHIIS.

5. llpodmiakTuka

S.1. llpopunakruka

s mpoduakTHKY peruanBa Xenya0ukoBoi Taxukapauu 1 BCC HeoOXxoauM TMHAMUYECKUT
KOHTPOJIb (PaKTOPOB pucKa. [|Jis1 CBOEBPEMEHHOM JUArHOCTHKY 3a00JIeBaHMsI HEOOXOAUMO
00cie1oBaTh MAIMEHTOB U3 TPYIIIILI pUcKa - uieHOB ceMbH | u I ctenenu posicTBa 60JIbHOTO
KIDKT, a Takxe yMepIIMX BHE3AITHO JIMI] MOJIOIOT0 BO3pacTa.

5.2. Benrenue nanueHToOB

BosibHBIE C TeHETHYECKU JeTePMEHUPOBAaHHBIMY HApYILIEHUSIMU PUTMA CEepAlia HYKIAl0TCs B
MIOCTOSIHHOM Ha0JII0/IEHUH B CIELMATIU3UPOBAHHOM apUTMOJIOTHYECKOM LIEHTPE, LIEIb KOTOPOT0
JUHAMUAYHBIN KOHTPOJIb (pakTopoB prucka BC u mpu HEOOXOIMMOCTH KOPPEKITHS
AHTHAPUTMUYECKOH Tepanuu. YacToTa MmocemeHnii 3aBUCUT OT BO3pacTa 0OJIBHOTO U TSKECTH
3a0oneBanus. [1pu cunkonansHoi popme KIDKT xkoHTpoIb 3 (HEeKTUBHOCTH Tepanuu U
MOHMUTOPHHT pakTopoB pucka BC npoBoautcs 1 pasa B 1-6 mecsues. B orcyrcTBue cunkomne
MOHMTOPHHT (PaKTOPOB pUCKa IPOBOJAUTCS HE pexke 1 pa3 B rox; B mydbepTaTHOM nepuoze 1 pas B
6 MecsLEeB.

ITepBuuHas rocnuTaln3anys B ClIEUATN3UPOBAHHOE KapAUOJIOTHYECKOE OT/IEIICHUE CBA3aHa C
JMarHOCTUKOW CHHJIPOM M cTpaTU(UKaIeld HHIuBUAYyanIbsHoro pucka BC.
[TpooIKUTENBHOCTh TOCHUTAIM3ALINHN ONPEIEIIIeTCSI OCHOBHBIM 3a00JIEBaHUEM.

BoJIbHBIM C MMIUTAHTUPOBAHHBIM KapAHOBEPTEPOM-AePHUOPHIIATOPOM KOHTPOIIb cuctembl MKJ]
NPOBOJUTCS HE pexxe 1 pa3a B 6 MecsIIeB; a TaKkKe Kax bl pa3 npu cpabaTbIBaHUH YCTPOHCTBA
M peruanse cuHkone. [Ipu minanoBoM konTposne cuctemsl MK/] npeasaputensHo MpoBOASTCS
OKT', XM, Ox0KI', peHtreHorpadus opraHoB IpyIHON KJIETKU B MPSIMON U JIeBOH OOKOBOMH
MIPOEKIMSIX.

Baknunanus

Pemenne BOIIPOCA O BaAKIIMHAIIMU PCIIACTCA B UHAWUBUAYAJIbHOM MOPAAKE B 3aBUCUMOCTH OT
KIMHHUYCCKOI'O COCTOAHHUA ITallMCHTA, 3(1)(1)CI(TI/IBHOCTI/I MCIUKAMCHTO3HOI'O KOHTPOJII apuUTMUH, a
TAK¥KEC C YUCTOM PaHCC BBIABJIICHHLIX ITPOBOLUPYIOIINUX (I)aKTOpOB (CBSI3L MaHI/I(I)CCTaLII/II/I
ApUTMHUHU C BaKI.[HHaLIHefI, HH(bCKHHOHHBIM 3a00JIeBaHUEM H T.Il.).
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Hetsm ¢ cunkonanpaoi Gpopmoit KIDKT BaknuHanmst mo nHIMBHUyaasHOMY rpaduky. B
OTCYTCTBHUE CUHKOIIE BaKI{MHALIUS TPOBOAUTCS B IEKPETUPOBAHHBIE CPOKH.

6. I[OHOJIHHTEJILHEIH I/IH(l)OpMaIII/Iﬂ, BJIMAOIIAA HA TCUYCHUEC U UCXO0Q 3a00/1eBaHNA

I/ICXO,Z[BI H IIPOTrHO3

[Iporuo3s 3aboneBanusi OCHOBbIBaeTCs Ha cTpaTudukanuu pucka BC u 3aBucut ot
MOJIEKYJISIPHO-TEHETHUECKOTr0 BapraHTa CUHAPOMA, BO3pacTa MaHU(peCTalll CUHKOIAIbHBIX
cocTosiHUM, 3 PEeKTUBHOCTH aHTHAPUTMHUUECKON Tepanuu Oera-0okaropamu. [Ipu ycnosuu
perynspHoro MOHUTOpuHra ¢akTopoB prcka BC u cBoeBpeMeHHOM KOppeKIuu

Mo purpyeMbIX (HPaKTOPOB pHCKa MPOTHO3 AJIs )KU3HU OJaronpUsTHBIH.

Kpurepun oneHku kayecTBa MeIUIIMHCKONH MTOMOIIH

Tao0mnuua 4.

OpraHH3aHI/IOHHO-TCXHI/I‘ICCKI/IG YCIOBUA OKAa3aHUA MEIUILMHCKOM MTOMOIIIH.

BI/I}I Me]IHHHHCKOﬁ nmoMoIu CHGIII/IaJII/IBI/IpOBaHHaSI MCIHUIMHCKAasA IIOMOIIb

Ycii0BUSI OKa3aHUA CrannoHapHO / B JTHEBHOM CTal[MOHape/aMOyIaToOpHO
MeIMUMHCKOI MOMOIIU

Ddopma oxkazaHus [[1aHOBas/HEOTIIOKHAS
MeIUILMHCKOM TOMOIIH
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TaoOmma 5.

KpI/ITepI/II/I Ka4yCCTBa OKa3aHUsA MGI[HHHHCKOI;'I IIOMOIIIH

Ne Kpurepuii YpoBeHb 'YpoBeHb
ITOCTOBEPHOCTH [yOeINTEJIbHOCTH
T0KAa3aTeILCTB [PeKOMEH Al Mii

1. Pexomenayercs npoBeaenue KT A 1

2. PexoMeHnnyercst npoBEAEHUE CYTOYHOTO B 1
MoHuTopupoBanus JKI'

3. PekoMeHTyeTcst mpoBeICHHE B 1
pXOoKapauorpapuu

4, PekoMeHyeTcst MpoBEICHHE TeCTa C B 1
(bu3nuecKoil Harpy3Kou

5. PekoMeHnyeTcst mpoBeeHre OMOXUMUYECKOTO [A 2
QHAIM3a KPOBU C OIICHKOM 3JIEKTPOIMTHOTO
COCTaBa, OLIEHKA aKTUBHOCTHU
Kapauocnenuduueckux (GepMEeHTOB U
MapKepOB BOCHAIICHUS, BKIIFOYAs
MCCIIeTOBaHKE TUTPA aHTUTEI K CTPYKTypaM
cepama

6. PekoMeHyeTcs ornpeeseHue TOpMOHAIBHOTO |A 2
poduis MUTOBUIAHOMN SKeTIe3bl

7. PekoMeHIyeTcsi MOJIEKYNIIpHO-TeHETUYeCKoe  |A 1
HCCIIeIOBaHUE

8. PexoMeH10BaHO Ha3HaueHUE OeTa- A 1
apeHO0I0KATOPOB MPHU HATTMYUU TTOKA3aHUH

9. PekoMeHyeTcsi Ha3HaueHHEe OJI0KaTopa A 2
HATPHUEBBIX KAaHAJIOB M JICBOCTOPOHHSIS
CUMIIATIKTOMUS TP HAJTMYNY TTOKA3aHUH

10. Pexomenayercs ummiantanus MK/ npu A 1
HAJIUAYMU TOKa3aHUH

Cnucok JinTepaTypbl

1. Coumel P., Fidelle J., Lucet V., et al. Catecholamine-induced severe ventricular
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encoded cardiac ryanodine receptor in sudden unexplained death: a molecular autopsy of
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Ipuioxkenne Al. CoctaB padoyeil rpynibl

BapanoB A.A., akan. PAH, npodeccop, a.M.H., Bunie-npeacenarens Vcnoiakoma Coro3a
neauarpos Poceny;

HlkoabHukoBa M.A, 1.M.H., podeccop, MPe3ueHT ACCOLUAIUH JETCKUX KapHOIO0roB
Poccuu Uabaaposa P.A., kaH1. Mel. HayK, WieH ACCOLMALMK IETCKUX KapinonoroB Poccun

Hama3zoBa-bapanosa JI.C., akaa. PAH, npodeccop, n.M.H., npencenarens Mcnonkoma Coroza
neauatpos Poccun

ABTOPBI MOATBEPKAAIOT OTCYTCTBHE (PMHAHCOBOI MOIEP:KKH/KOH(PIMKTA HHTEPECOB,
KOTOPBIi HE00X0AMMO 00HAPOI0BATh.

[puioxenne A2. MeTooJiorusi pa3padoTku KJIMHHYECKHX PEeKOMEHIalu i

I_Ie.]'IeBaﬂ AYJAUTOPpUSA JAHHBIX KIIMHHYCCKHUX peROMeH}]aHHﬁ:

Bpauu-neauatpsl,

Bpauu — nerckue kapanoiory,

Bpauu — cepae4HO-COCYyIUCTBIE XUPYPIH;
Bpauu o0mielt mpakTUku (CeMEeHHbIC Bpayn);
Crynentsl MmenunuHCKux BY30B;
OOyyaronuecs B OpauHATYpe U UHTEPHATYpE.

ook wdE

MeTOIlBI, HCMOJb3yEeMbIC TJI51 cﬁopa/cenekunn A0KaA3aTeJbCTB: IIOUCK B 3JICKTPOHHBIX 0azax
JaHHBIX.

Onncanue MeTOA0B, HCMOJIb30BAHHBIX /LISl OLIEHKH KAYeCTBA H CHJIbI I0KA3aTeJIbCTB!
JI0Ka3aTeabHOM 0a30i Ui peKOMEHIAIMi ABISIOTCS MyOIMKaluY, BOLIE e B
KoxpeitHoBckyro 6ubnmnoteky, 0a3pl nanabix EMBASE, MEDLINE u PubMed. I'nyOuna
IIOMCKA - 5 JIET.

MeTOIIbI, HCIOJIB30BAaHHbIC I1JI1 OICHKH Ka4Y€CTBAa U CHJIbI 10KAa3aTEJIbCTB:

e KOHCEHCYC JKCIIEPTOB;
e OIICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTHHTOBOM CXEMOM.

MeTOIlbI, HCIO0Jb30BaHHbIE 1JIS1 aHAJIN3a 10Ka3aTeJbCTB.

e 0030pHI OIMyOJUKOBAaHHBIX METa-aHAITH30B;
e cHcTEeMaTHYeCKHe 0030pbI ¢ TAOIUIIAMH TOKA3aTEIbCTB.

Onucanue METOA0B, UCITIOJIB30BAHHBIX JJIl aHAJIH3A J0KAa3aTEJIbCTB

HpI/I OT60pC ny6m/n<au1/n71, KaK MIOTCHIHAJIbHBIX HUCTOYHHUKOB J0KA3aTC/IIbCTB, NCII0OJIb30BaHHAsA B
KaKIOM HUCCIICAOBAaHUU METOJOJIOTHA U3YyHaCTCA JIA TOTO, YTOOBI yGCI[I/ITBC}I B €€ BaAJIMJHOCTH.
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Pe3ynbraT n3ydeHus BIUsSET Ha YPOBEHB J10KA3aTENbCTB, IPUCBANBAEMBIH IMyOIMKAIIMH, YTO B
CBOIO 04€pe/lb, BIUACT HA CUILYy PEKOMEHIAUN.

JI1st MUHUMU3a1lMY TOTEHLIUAIbHBIX OMIMOOK KaX/10€ HCCle0BaHNe OLIEHUBAIOCh HE3aBUCHMO.
JltoOble pa3nuuus B OLIEHKAaX 00CYXAAUCh BCEll IPpyIINoil aBTOPOB B MOJIHOM cocTase. [Ipu
HEBO3MOKHOCTH JIOCTHXKEHUSI KOHCEHCYCa MPUBJIEKAJICS HE3aBUCUMBII 3KCIEpT.

Ta6auubl 10KA3aTEJILCTB: 3aMOJHIINCH ABTOPAMH KJIMHUYECKUX PEKOMEH AL,
MeToabl, HCI0JIb30BaHHbIE /s GOPMYJIHPOBAHMUS PEKOMEHIAIM: KOHCCHCYC KCIIEPTOB.
HNuaukaropsbl 1o0pokadectBeHHoi npakTuku (Good Practice Points — GPPs)

Pexomenyemas noOpokauecTBeHHas MpakTUKa 0a3upyeTcss Ha KIMHUYECKOM OIIbITE aBTOPOB
pa3pabOTaHHBIX PEKOMEHIAIUH.

DKOHOMUYECCKHIA aHAJIU3

AHanu3 cTOMMOCTH HE IMPOBOAHIICA HY6J'II/IKaI_[I/II/I 10 (I)apMaKOBKOHOMI/IKe HC
AHAJIIN3UPOBAJIMCh.

MeToa Baauaamuu peKOMeHZ[aIII/Iﬁ

o BHemHss dKCniepTHAS OLIEHKA.
e BHyTpeHH:A DKCIIEpTHAs OLEHKA.

Onucanue MeTOAa BAJIMIANMU PeKOMeH AU

HaCTOSIHII/IG PEKOMCHAAIUHN B HpCI[BﬁpHT@J'II:HOfI BEpCUU ObLTH PEUCH3UPOBAHbI HE3AaBUCUMBIMU
SKCIICPTaMH, KOTOPBIX, HPCKIAC BCET'O, IMMOIMPOCHUIIN ITPOKOMMCHTUPOBATH, HACKOJIBKO AOCTYIIHA
AJI1 TIOHMMAaHHWAg UHTCPIIPETAIHA JO0KAa3aTCIbCTB, JICKallas B OCHOBE peKOMeHHaHHﬁ.

Ot Bpaqeﬁ MNEPBHUYHOIO 3BCHA ITOJTYUYCHBI KOMMCHTAPUH B OTHOIICHHUHU JOXOJYNUBOCTHU
H3JI0KCHHUA JaHHBIX peKOMeHHaHHﬁ, a TaK)KC MX OLCHKA BAXXHOCTH IpCIaracMbIX

peKOMeH]laIII/II\/II, KaK HHCTPYMCHTA HOBCGI[HCBHOﬁ IMPAKTHUKH.

Bce koMMeHTapuu, MOJyYeHHBIE OT SKCIIEPTOB, TIIATSIILHO CUCTEMATH3UPOBATUCH U
00CyXTaMCh WieHaMHU pabodell TpyIbl (aBTOpaMu peKkoMeHaanuii). Kakaplii myHKT
o0cyxaancs B OTACTbHOCTH.

Koncyanaum{ H IKCIIEPTHAA OLCHKA

[TpoekT pexomeH1auii ObUT PelieH3UPOBaH HE3aBUCUMBIMH SKCIIEPTaAMH, KOTOPBIX, MPEXK/IE
BCETO, HOHpOCI/IJ'IH HpOKOMMeHTI/IPOBaTB JO0XOOYUBOCTHh U TOYHOCTH I/IHTepHpeTaHHI/I
JIOKa3aTeIbHON 0a3bl, JIeXKaIeil B OCHOBE PEKOMEHTAIIHA.
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Pabouas rpynna

Jli1s okOH4YaTeIbHON pelaKLUK U KOHTPOJIS KauyecTBa peKOMEHAAlUU ObLITH IIOBTOPHO
[IPOaHAIM3UPOBAHBI WieHAMHU pabouell IPpyIbl, KOTOPbIE MPUIILIU K 3aKJIIOYSHHIO, YTO BCE
3aMe4yaHHsl ¥ KOMMEHTapHUH SKCIIEPTOB MIPUHSTHI BO BHUMAaHUE, PUCK CUCTEMAaTHYECKUX OLIMOOK
npu pa3zpaboTKe peKOMEHIalHi CBeJIeH K MUHUMYMY.
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OcHOBHBIE peKOMEH AU
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Cwita pexomenaanuii (1-2) Ha OCHOBaHUM COOTBETCTBYIOIIUX YPOBHEH noka3aTeinbcTB (A-C) u

HHIAKATOPBI J0OpOKaueCTBEHHOM mpakTuku (Tadir. 6) — good practice points (GPPs)

IMPUBOJAATCS ITPU U3JIOKCHUHN TCKCTA peKOMCHHaHHfI.

Cxema /17151 OLIEHKH YPOBHS PEKOMEH AUl

Tab6muna 6.

Ctenenb 10cTOBepHOCTHCOOTHOLIEHUE MeTo1010THYeCcKOe [losicHeHus mo
peKoMeH1anuii [pucKa 1 KaueCTBO MMEIOIINXCS [IPUMEHEHHUIO
MPEUMYILECTB TOKA3aTEeIbCTB [PEKOMEH AU
1A IIonp3a otueTnuBo [HanexHbie CunbHas
CusbHast [peBaIupyeT HAJl [HEMPOTUBOPEUHBHIC [PEKOMEH1a1usl,
[peKoMeHxaIus, [pUCKamMu 1 TOKa3aTeIbCTBA, KOTOpasi MOKET
OCHOBAHHAasi HA BaTparaMu, MO0  |OCHOBAHHBIC HA XOPOIIO  [MCIIOJIH30BATHCS B
MoKa3aTeJbCTBaX Ha000pOT BbITOJIHCHHBIX PKU nimn [0osibIMHCTBE
BbHICOKOI'0 Ka4ecTBa HEOITPOBEPKUMbIE CIIy4aeB y
TOKa3aTeIbCTBA, [IPEUMYILIECTBEHHOTO
[IPE/ICTABICHHBIC B KAKOM- [KOJMYECTBa
6o npyroit popme. MMaleHToB 0e3
JlanpHENIITHE KaKHX-T100
CCIIETOBAHMS BPSAJL JIU M3MCHECHUHN 1
M3MEHAT Hallly MCKJTIOUCHHI
[YBEPEHHOCTD B OLICHKE
COOTHOIIEHUS MOJIb3bI U
[prCKa.
1B [losib3a oTueTIMBO |/loKazaTenbCcTBa, CunbHas
CuabHast [peBaIupyeT HAJl |OCHOBAHHBIC HA [PEKOMEH1allusl,
pexoMeHxanus, [PUCKaMU U pesynbpTaTax PKU, [IPUMEHEHUE
OCHOBAHHAasl HA BaTpaTami, TM00  [BBITIOJHEHHBIX C KOTOPOM BO3MOKHO
oKa3aTeJbCTBaX Hao000pOT HEKOTOPBIMHU B OOJIBIIIMHCTBE
YMEPEHHOI0 KayecTBa OrpaHUYECHUSIMU CIy4acB
(MpoTHBOpEUNBbHIE
[pE3yJIbTaTHI,
METOJI0JIOTHYECKHE
OIIMOKU, KOCBEHHBIE WIIH
ClydaiHbIC U T.I1.),
MO0 APYruX BECKUX
OCHOBaHMSX. JlabHEHIINE
MccieIoBaHus (€CIH OHU
[IPOBOSTCS ), BEPOSATHO,
OKa)XyT BIUSIHUE HA HAIILy
[YBEPEHHOCTH B OLICHKE
COOTHOUIEHUS TOJIb3bI U
[pUCKa U MOTYT U3MEHUTH
ee.
1C [Tonb3a, BeposiTHO, |[loka3zarenbCcTBa, OTHOCHUTENLHO
CuabHast Ooyzner OCHOBaHHBIE HA CUJIbHAS
eKOMEeH1aumsl, MpeBaTUPOBATh HA/T0OCEPBAIMOHHBIX [PEKOMEH TalIHs,
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Ctenenb 10cTOBepHOCTHCOOTHOLIEHUE MeTtoaoaoruyeckoe [TosicHeHus mo
pPeKoMeH1anuii pUCKa 1 KaueCTBO MMEIOIINXCS [IPUMEHEHUIO
[IPEUMYIIIECTB TOKa3aTeNbCTB [peKOMeH1alui
OCHOBAHHAas HA BO3MO>KHBIMU CcCIeJOBaHUSX, KOTOpasi MOXKET OBIThH
I0Ka3aTeIbCTBAX [PUCKaMU U OeccucTeMHOM M3MEHEHa MPU
HU3KOr0 Ka4ecTBa BaTparaMu, TU00  [KIMHUYECKOM OIIBITE, [OJTy4YeHU U
Hao00pOT pesynbTatax PKU, IT0Ka3aTesbCcTB Ooee
BEITIOJTHEHHBIX C BHICOKOI'O KauecTBa
CYLIECTBEHHBIMU
Hepoctatkamu. Jlrobas
orieHka A dexra
[paclieHMBaeTCs Kak
HeolpeaeeHHasl.
2A [Tonb3a Hanexubie Crnabas
Ciiabasi pekoMeHaIus, [COIIOCTaBUMA C TOKa3aTeNbCTRA, [PEKOMEH Al
OCHOBAHHAasl HA BO3MOKHBIMU OCHOBaHHbIE Ha Xopouio  [Beibop Hanmyuien
I0Ka3aTeIbCTBAX [PUCKaMU U BbInoTHeHHBbIX PKU nnn  [raktuku Oynet
BbICOKOI'0 Ka4ecTBa 3aTpaTamu MOATBEPKIECHHBIE IPYTUMHU BABUCETH OT
HEOMPOBEPKUMBIMU KITMHUYECKON
TaHHBIMHU. CUTYyaIH1
JlanpHeimme (0OCTOSITEIIBCTR),
MICCIIEZIOBAHUSI B JIU [MalyueHTa uin
M3MEHAT HaIly COLIMATIbHBIX
YBEPEHHOCTH B OLIEHKE [pEeANOYTEHUH.
COOTHOIIEHUS TOJIb3bI U
[prCKa.
2B [Tons3a /lokazaTenbCcTBAa, Ciabas
Cia0asi pekoMeHJalus, [COIOCTaBUMa C OCHOBaHHbIE Ha [PEKOMEH 1ALl
OCHOBAHHAasl HA [PUCKaMU U pesynbratax PKU, ATTbTEpHATUBHAS
I0Ka3aTeIbCTBaX OCIIO)KHEHUSIMH,  [BBIMIOJTHCHHBIX C TaKTHKA B
YMEPEHHOI0 KayecTBa  |[0AHAKO B OTOU CYILLIECTBEHHBIMU OTIpeIEeTIEHHBIX
OLICHKE €CTh OTpaHUYCHUSIMU CUTYAITUSIX MOXKET
HEoNpeAeIeHHOCT. (IPOTHBOPEUHBHIE STBUTHCSI JIJIST
[pE3yJIbTaTHI, HEKOTOPBIX
METOJ0JIOTUYECKUE MAIMEHTOB JTYYIIIUM

e eKThI, KOCBEHHBIC WITH
CIIy4aifHbIC), WIIH CUIIbHBIE
TOKa3aTeNIbCTBA,
Mpe/ICTaBICHHBIE B KAaKOM-
6o npyroit popme.
JlanbHeimme
iccae0BaHus (€Ci OHU
[IPOBOJSTCS ), CKOPEE BCETO,
OKa)KYT BIIMSIHHE Ha HAITy
YBEPEHHOCThH B OIIEHKE
COOTHOIIIEHUS TIOJIb3bI H
[PUCKa U MOTYT U3MEHUTH
ee.

BEIOOPOM.

2C

Ciabast pekoMeHaaNnus,
OCHOBAHHAasl Ha
I0Ka3aTeIbCTBAX

HeoqHo3HaYHOCTE
B OLICHKE
COOTHOIIICHUSI

ITOJIB3bI, PUCKOB U

J[oKa3aTeIbCTRA,
OCHOBaHHBIE Ha
00CepBaIIIOHHBIX
HCCICIOBAHUAX,

OueHb cnadas
[PEKOMECHTAITHS;
QIIbTepHATHBHBIC

[1OIXO/Ibl MOT'YT
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Ctenenb 10cTOBepHOCTHCOOTHOLIEHUE MeTtoaoaoruyeckoe [TosicHeHus mo

pPeKoMeH1anuii [pucKa U KaueCTBO MMEIOIINXCS [IPUMEHEHUIO
[IPEUMYIIIECTB TOKa3aTeNbCTB [peKOMeH1alui

HU3KOr0 Ka4ecTBa OCJIOKHEHUH; 0eCcCUCTEMHOTO OBITh UCTIOJIH30BAHBI
[10JIb3a MOYXKET KJIMHUYECKOTO OIbITa UJIM (B PABHOW CTETICHH.

0bITH conoctaBuMa [PKU ¢ cymecTBeHHBIMU
C BO3MOYKHBIMH HesocTaTkamu. Jlrobas

[PUCKaMU U orieHka 3 dexra
OCJIO)KHCHUSIMH.  [paCLICHMBACTCS KaK
HEeonpe/IeIeHHAsI.

*B Tabnuie nudpoBoe 3HaU€HHE COOTBETCTBYET CHIIE pEKOMEHalHii, OyKBEHHOE -
COOTBETCTBYET YPOBHIO JOKa3aTEIbHOCTH

AKTyaJIn3anus JaHHBIX KIWHUYECKUX PeKOMEHIaluii Oy1eT MPOBOAUTHCS He pexke, YeM
OJIMH pa3 B NATh JieT. [I[puHaTHE pelieHusi 00 00HOBJIEHUH Oy/1eT MPUHATO HA OCHOBAHUH
NnpeIJI0KeHHii, MPeACTABIEHHBIX METUIMHCKUME NMPOdecCHOHATBLHBIMHU
HEKOMMEPYECKUMHU OPTaHU3ANUsIMU € YY6TOM Pe3yabTaTOB KOMILIEKCHOW OLEHKHU
JIEKAPCTBEHHBIX MPENapaToB, MeIMIHMHCKUX U3/1e/IUIl, a TAKKe Pe3yabTAaTOB KIMHUYECKOI
anpoo6anum.

IIpuioxenue A3. CBsi3aHHbIE JOKYMEHTbI

Iopsiaku oxka3aHUsA MeTUIITHHCKON MOMOIIIN:

[Tpuka3 Munucrepcta 3apaBooxpanenus Poccuiickoit denepanuu ot 25 okta6ps 2012 r. No
440n "O6 yrBepxkaenuu [lopsaka okazaHus MEIUIIMHCKON TTOMOIIH 0 MPOQUIIIO "AeTcKast

kapauonorus" (3apeructpupoBano B Muntocre PO 4 nexadbps 2012 r. Peructpanuonnsiii No
26000

[Tpuka3 Munucrepcta 3apaBooxpanenus Poccuiickoit @eneparuu ot 15 Hos6ps 2012 1. No
918n "OO6 ytBepxaenuu [lopsaaka okazaHus MEIUIIMHCKON MOMOITH OOJILHBIM CepAeUHO-
cocynucTbiMU 3a0oneBanusMu" (3apeructpupoBano B Muntocte PO 29 nexabps 2012 r.
Peructparnmonnsiit No 26483)
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Ipuio:xkenne b. AropurMbl BeJleHUsI MAUMEHTA

[TammesT ¢ cHEEOOE Ha HAMPYSKE; coemdmazceme
H3MeHeHHA Ha K1 ; OTATOMEHHRE CeMedHbE AHAMHES

}

HarHOCTHEA

Korcympramss
CTIENHATHETA

Jemenne B auGyIaTOPELX

VCIOEHAX

JMEEOCTOPOHETH
CHMITATHETOMHA

Ipunoxenne B. Undgopmanus 1 NaMEHTOB

Karexonamunepruueckas nonumopduast sxenynoukonas Taxukapaus (KIDKT) sato Bpoxkaennoe
3a0oJieBaHUE, KOTOPOE MPOSBISIETCS MPUCTYIAaMU JKETyJJOUYKOBOM TaXUKapanuu,
MIPOBOIMPOBAHHBIMU (pr3HuecKoi u/mim smouroHanbHol Harpy3koi. [Tpuunnoit KIDKT Bcerna
ABJISIETCS] MyTallMsl B TeHe. Bcero B HacTosmee BpemMsi U3BECTHO S5 T€HOB, MyTal[Uu B KOTOPBIX
MPUBOJAT K Pa3BUTHIO 3TOT0 3a00jeBaHus. [ eHeTHueckas MyTalust MOKeT ObITh Kak
yHaclieZIoBaHa OT OJIHOTO WJIM 000MX POJUTENEH, TaK U MOSIBUTHCS BIEPBbIE Y MAI[MEHTA.

OCHOBHBIM IPOSIBIIEHUEM KaTE€XO0JIaMUHEPIHUECKON MOIMMOP(HOM KemyJOUKOBON TaXUKapIUH
SBIISIIOTCSI CHHKOIAJIbHBIE COCTOSIHUSI (0OMOPOKH ), KOTOpPBIE BO3HUKAIOT BO BPEMsI BBHITIOJHEHUS
(bu3nUecKoil Harpy3KHu pa3HOW CTENEHH TSKECTH, JTM00 Ha (POHE CHIILHOTO CTPEeCcCa/BOTHEHHMS.
WNHorna nepen 00MOPOKOM MOXKET OBbITh OIIYLICHHE CepALleOMeHNs, HO Yallle BCEro 0OMOpPOK
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pasBuBaeTcs BHe3anHO. Bo Bpems oOMopoka A/l 1 mysIbc MOTYT HE ONPEACISIOTCS, OTMEYaeTCs
OJIeTHOCTh KOXKHBIX MOKPOBOB. [IpH miinTensHOCTH 0OMOpOKa MUHYTY U 60J1ee BO3MOKHO
pa3BUTHE CYJOPOT, HEMPOU3BOIBLHOIO MOYEHUCITYCKAHUS M/MITH e(eKaI|H, YTO 3a4acTYyIO
NPUBOAUT K OHIMOOYHOMY AMArHO3Y SMWICTICHH. B cilydyae BOSHUKHOBEHHsI 0OMOpOKa y
naruenta ¢ KIDKT neo6xoauMo mpoBecTH MEpONpUATHS CEPICUHO-JIETOUHON peaHuMaIlHH.

[Tpu 3TOM 32007€BaHUM UMEET MECTO BBHICOKHI PHCK BHE3AITHOM CEpJCYHON CMEPTH, KOTOpas B
HEKOTOPBIX CIIYYasiX SBISICTCS TIEPBBIM CUMIITOMOM 3a0oseBanus. [IepBrie mposiBIeHUS
3a001eBaHUs B BHJIE 0OMOPOKOB BOSHUKAIOT B BO3pacTe crapiie 5 jeT. Jluarnoctupyercs
3a00IeBaHKE YaIlle BCEro Mpu 00CIIeI0BAaHUH 10 TTIOBOTY BIIEPBHIC BO3HUKIIIETO CHHKOMAIBLHOTO
coctostaus. O0OcneoBanue BKIIIOYaeT B ce0s1 kpome crangaptaor DKI' cyrounoe
mouuTopupoBanue IKI', sxokapauorpaduto, npody ¢ Harpy3Ko# (TpEeaAMUI-TECT WIN
BEJIOIPrOMETPHUIO), OTIPEICTICHUE YPOBHS 2JIEKTPOIUTOB KpOBU. B cilydae ycTaHOBIEHUS
muargos3a KIDKT meoOxoaumMo HOIIOIHATEILHO 00ciienoBaTh wieHoB ceMbu. [lanument ¢ KIDKT
HY>KJaeTcs B IOCTOSSHHOM HAOIIOACHUH KapIUOJIOTOM U PETYISIPHOM MOHUTOPHUPOBAHUU
(bakTOpOB prCcKa BOSHUKHOBEHHSI CHHKOIIATBHBIX COCTOSIHUM, 1a)K€ B OTCYTCTBUE KITMHUYECKHIX
MIPOSIBJIICHUH 3a00JICBaHUS.

Ocuosnoii nenpto nedenns KIDKT sBnsiercs npoduiakTuka pa3BUTHS JKEITYI09KOBOM
TaXUKapJIuu U CJIe0BaTEIbHO CUHKONAIBHBIX COCTOSIHUI. JIleueHne Bkitoyaer B cedst
MEAMKAMEHTO3HYIO TEPAINIO, OIIEpaTUBHBIE METO bl (MMIUIAHTALIUS KapAHOBEpTEpa-

nedubpmiaTopa, ynajeHue JIeBOro 3Be34aToro FaHTINs ), U3MEHEHUsS 00pa3a JKU3HU.

K mMenukaMeHTO3HOM Tepanuu OTHOCATCS OeTa-anpenobnokaropsl (bb) — anTnapurmudeckue
npenapatsl. HazHauaeTcs oH Mpu HATMYMHU Y MALMEHTa CHHKOMAJIbHBIX COCTOSIHUM, 1100
BBICOKOI'O pHcKa UX pa3BUTHs. bb Ha3Ha4YarOTCs MOCTOSHHO MO KU3HEHHBIM MIOKa3aHUSM, CTPOTO
peryinsipHo. OTMEHSITh ero cCaMoCTOSITeIbHO Hellb3sl. Jlaske mpu He0OXOIMMOCTH MTPOBEICHUS
JIOTIOTHUTEIIBHBIX 00CIIEZIOBAaHUN HATOUIAaK (HallpuMep, FaCTPOCKOMUS HJIM OMOXUMHUYECKUN

aHayu3 KpoBHU), npueM bb He nponyckaercs.

Ecnu coxpansroTcs 0OMOpoKH Ha (poHE aHTUAPUTMHUUECKOM Tepanuy MPOBOIUTCS ONepaTUBHOE
JiedyeHue - UMIUIaHTalus KapaunoBepTepa-aeguodpumisatopa. [Ipu aToM, aHTHapUTMHUYECKas
Tepanus He mpekpaiaercs. Kapanoseprep-aeguopuimisTop HE0OX0IUM ISl TOTO, YTOOBI
MPEeOTBPATUTH (aTallbHbIE OCIIOKHEHUS B CIy4Yae Pa3BUTHS KEITYA0UKOBOM TaXHKaPIUH.
JIeBblii 3B€314aThII TAHTJIMM SBIIETCS YaCThIO CUMIIATUYECKOW HEPBHOM CUCTEMBI, YH4AaCTBYET B
peryJiAluy puTMa cepana. Y TalieHue IPOU3BOIUTCS XUpypruueckum nyreM. [Ipouenypa
IIOMOTaeT CYIIECTBEHHO CHU3UTh YaCTOTY CUHKOIAJIIBHBIX COCTOSHUIM.

[Tpu nanuuuu KIDKT, naxe npu gerkom TeueHuu 3a00eBaHMs, IPOTUBOIOKA3aH
npodeCCHOHATIBLHBIN CIIOPT. Y POBEHb JIOMMYCTUMOM (pr3nueckoi Harpy3Kku onpenenseTcs
KapauosiaoroM. IIpy BO3HUKHOBEHNHN COCTOSTHUI, COMPOBOKIAOIIMXCS JIEKTPOJUTHBIMU
HapyleHUsIMH (TakUX Kak, Tuapesi, MHOTOKpaTHast pBOTa), HE0OX0IMMO Cpa3y MPOBOAUTH
KOPPEKIIMIO YPOBHSI 3JIEKTPOJIUTOB BO N30EKaHUE Pa3BUTHSI KelyJOUKOBoW Taxukapauu. [Ipu
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HaJIMYUHU CUHKOITAILHBIX COCTOSTHUM PCKOMCHAOBAHO IO BO3MOXKXHOCTU n3oerarhb CHTyaI_IPIfI,

IPOBOLUPYIOMIUX OOMOPOK: (U3UUECKUX HATPY30K, CTPECCOBBIX CUTYAITHH.

[Tpu nosiBJICHUM HOBOTO YjieHa CEMbH (pOXACHUE peOeHKa), HEOOXOIUMO €ro 00CIe10BaTh IS
BbIABJICHUA Y Hero nposiBiaeHuit KIDKT.

Hpuiaoxenne I'.

... — IekapcTBEHHEBIH Tpenapar, BXoAsamuil B [lepedyeHs KU3HEHHO HEOOXOAUMBIX U
BOKHEHIINX JIEKAPCTBEHHBIX MPenapaToB Uil MEIUIIMHCKOro mpuMeHeHus Ha 2017 roa
(Pacnopspxenue [IpaButenbctBa PO ot 28 nexabpst 2016 roga N 2885-p)
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