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CutyauuoHHas 3apaya 0001

O6pa3oBaHue: Bricluee obpa3oBaHne | CreunanbHOCTb: [leTckas Kapanonorus
1. YCIOBUE CUTYALLUOHHOW 3A0A4YU

1.1. Cutyauusna

[eBo4yka 6 neT rocnuTannsnpoBaHa rno CKOpOI7I nomMmoLwn B CBA3UN CUHKOMaJIbHbIM COCTOAHNEM BO
BpeMAa aKTUBHbLIX NTP B OETCKOM Caay.

1.2. XKanoobl

Ha peunausBupytowme CUHKONa AbHble COCTOAHNSA, BO3HMKatOWMeE Ha pOoHE PU3M4ECKOro Nan
3MOLMOHaNbHOIro Bo36yxaeHnsa. Bpemsa yTpaTbl CO3HAHNA OKO0 1 MUHYTbI, B MOMEHT yTpaThl
CO3HaHUga pebeHoK 6efHbIN, 0OTMEYaTCa XpunsLlee obiXxaHne, TOHMYEeCKOe COoKpalleHue
ONCTaNlbHbIX OTAEJI0B KOHEeYHOCTEN. B NOCTCMHKONaNbHOM nepuoge Basbln, 6nefHbI COHANBLINA.

1.3. AHaMHe3 3a0oneBaHus

BblleonucaHHble »xanobbl NOSABUANCE 6 MecsLEeB Ha3aad. Bcero 6b110 3 cMHKoNanbHbIX 3nmn3oaa. K
MOMEHTY npuesga bpuragbl CKOpPoOrN MegULIMHCKOM MomMoLLn pebeHOoK B CO3HaHUK, 04HAKO, BAMbIN,
COHIMBLIN. DNEKTPOKapANorpaMmMa He BbinonHsANacb. YCC 92 B MmuH. ALl 90/60 MM pT. CT. YpoBEHb
rnoKo3bl 4,8 mmonb/n. SpO2 98-99%.

MaymeHTKe 6bia BbIMoSHEH TabopaTOPHbLIN MOHUTOPWHT, BKJIOYAKOLWMNA KIVHUYECKNA U
H6MOXMMUYECKUIA @aHANN3 KPOBMW C OLLEHKOW 3J1IEKTPOJIMTHOIO COCTaBa, akTUBHOCTU
Kapanocneungniecknx epMeHToB, TUPEOMLHOIO CTaTyca, No pe3ysibTaTaM KOTOPOro
NaTOJ/IOrNYECKUX OTKJIOHEHWI BbISIBNEHO He Oblfo.

O6cnepoBaHa y HEBPOJIOra: pe3ysibTaTbl 3JIEKTPO3HLUedanorpadumn, Buaeo-33M-MOHUTOPUHT A,
MarHUTHO-pPe30HaHCHO TOMOrpaun roloBHOro Mo3ra 6e3 naTtoJsiormm

ObcnenoBaHa Y 3HOOKPWHOJIOra: naTtoJornn He BbidBJIEHO.

1.4. AHaMHe3 XXU3HHU

* PebeHoK oT 1 6epemMeHHOCTHN, NpoTeKaBLlen 6e3 ocobeHHOCTENN.
* Poobl B CPOK.

*Tpwn poxxageHun macca Tena 3200 r, annHa Tena 50 cm.

* Mepuon HoBopoxaeHHOCTU 6e3 ocobeHHOCTEN.

* MpogunnakTnyeckme NPUBUBKN BbIMOJIHEHbI COrflacHO HauMoHanbHOMY KaseHaapo
NpoUIaKTUYECKNX NPUBNBOK.

* ANneprosiorn4eckuin aHamHes He OTSArOLLEH.
* TpaBMbI, onepauun oTpuuaeT.

* MepeHeceHHble cocTosaAHMA: OPBU 3-4 pa3a B roa. B 1 rog 8 MecsiueB OCTpbIN raCTPOIHTEPUT
(nevyeHmne ambynaTtopHoe).

* HacneacTBeHHOCTb: OBOOPOAOHaA CeCTpa Nno JINMHNN MaTepn BHE3alNnHO ymMmepJia B BO3pacTe 13 ner,
MaTosZIOroaHaTOMNYECKNIA ONArHO3: OCTpasd cepaedyHo-cocyanctad HeAOCTAaTOYHOCTb, OAHAKO, Nnpu
nposeaeHMM ayToncun natTosormm co CTOpOHbI Cepﬂ,e‘-IHO-Cocy,D,I/ICTOIh CNCTEMbI N NErKnNX He
BbIABJIEHO, Y TETW MO JINHNN MaTeEPUN - CUHKONMaJIbHble COCTOAHWNA, NMONyHaeT GeTa-ﬁﬂOKaTOpbl.
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1.5. O6beKTUBHbIN CTATyC

CocTosiHMe ypoBneTBopuTenbHoe. Poct 120 cm. Bec 18 kr. Ko)xHble NOKpPOBLI 6/1eAHO-PO30BLIE,
yncTble. HebHble fy>XKN He rMnepeMnpoBaHbl, HebHble MUHAANNHBI HE yBenn4YeHbl. Mepudepnyeckmnx
OTEKOB HeT. B fierknx AbixaHve Be3nKyJsispHoe, NpoBOAUTCA PaBHOMEPHO BO BCe OTAESbl, XPUMNOB HeT.
Y[ 22 B MUH. TOHbI cepaua 3By4Hble, puTMUYHble. HCC 92 ya/muH., Afl 95/60 MM pT. cT. SpO2 99%.
Mynbcauma Ha 6efpeHHbIX apTepUsax yaoBneTeopuTenbHas. XKNBOT MAMKMA, Npu Najbnaymnmn
6e3bonesHeHHbIN BO BCex oTaenax. [levyeHb 1 ceneseHka He yBesinyeHbl. CAMMTOM MOKOJa4unBaHns no
MOSICHMYHOM 06N1acTN oTpULaTENbHbIN.

1. MnaH obcnepoBaHusA

Bonpoc 1.

Mpn nepBnyHOM ob6CNefoBaHNN JAHHOW NaUMEHTKNU HeoBX0ANMO BbINOJIHEHNE
1. peHTreHorpaguu LWenHoOro oTaena no3BOHOYHUKA

2. peHTreHorpaduun opraHoB rpyaHoON KIeTKn

@ 3NIeKTpoKapanorpagum B 12 oTBegeHnax

4. cnvporpapumn

MpaBunbHbIN OTBET: 3 — dNeKTpokKapauorpadum B 12 oTBeaeHusax

C uenbio BbIABJIEHUSA XU3HEYPOXKAIOLWMX COCTOAHMI NPU ONMpoce naumeHTa pekoMeHagyeTcs
paccmaTpuaTb CYNQT n KIMKT B Ka4ecTBe BO3SMOXHbLIX MPUYNH KapANOreHHbIX CUHKOMaJIbHbIX
COCTOSIHUI, BO3HMKAIOLWMNX Ha BbICOTE (PU3NYECKON NN SMOLIMOHAIbHOW Harpy3ku, 0CObeHHO y Moo abIX
nauneHToB 6e3 CIMC. Kpome Toro, creayeT yuynTbiBaTb Takme crneundunydeckme gna CYUQT Tpurrepsbl
CMHKOMe Kak pe3Kuii 3ByK, NaaBaHue, npobyxaeHue.

KnunHnyeckne pekomeHaauum MuHinpaBa Poccun. Xenyno4ykoBblie HapyLleHnsa puTMa cepaua. BHesanHasn
cepheyHasa cmepTb, 2025 r. (1)

CtaHpapTHas 9Kl B 12-Tn oTBeAEHUAX MOXKET CnocobCTBOBaTb BbISIBJIEHNIO MPU3HAKOB HAC/IeACTBEHHbIX
3aboneBaHuin, cBsizaHHbIX C XKA n BCC, Taknx Kak kaHanonatum (CYUQT n CKUQT, cuHapom bpyraaa,
KIM>XT) n kapanommonatum (AKIMXK n TKMM). Ha CMNC yka3biBatoT Takue DKIM-npmnsHaku, kak 61okaga nyyka
Mmca, AB 6nokaga, runeptpocdusa xxenynodka n 3ybeu Q, xapaktepHbin ana UBC nam nHhuabTpaTUBHON
KapaAvoMmonaTumn. DNeKTPOSITHbIE HapyLLeHNa N 3PMeKTbl pa3NYHbIX JIeKapCTBEHHbIX NpenapaToB
MOryT NPUBECTU K HapYLLUEHUIO pernonspusaumv n/unm yannHeHuo komnnekca QRS.

(2)

Peruncrtpauus 3Kl B 12 oTBeAEHMUAX pekomMeHaoOBaHa BCEM NaUneHTaM C cepae4YHo-cocyancTbiMn
3aboneBaHusMu npn Npoxo>XxgeHmnm obcnenoBaHnA ans BoisBaeHUA XA.

(3)

Bonpoc 2.
B xone uaanePlLuero OﬁCJ'IE/J,OBaHI/Iﬂ ,El,aHHOIZ nauneHTKe NokKa3aHo BblMNoOJIHEHNE

@ Npobbl C PU3NYECKO Harpy3Kom

2. 351eKTpo3HUueganorpacdum
@ CYTO4YHOr0 MOHUTOPUPOBAHUS 3/IeKTpoKapanorpammsl (IKI)

4. ynbTpa3BYKOBOro uccnepnosaHus (Y3U) wmrtosnaHom xenessbl
5. cTpecc-axokapaunorpagpun (ctpecc-3X0-KrI)
@ 3xoKapavorpagmm

MpaBunbHbie oTBeThbl: 1 — NpPoObl ¢ hUu3nYecKon Harpy3kom; 3 — CyTO4HOro

MOHUTOPUPOBAHUA dN1eKTpoKapauorpamMmmsl (3KrI); 6 — saxokapauorpadpumu
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dneKTpoKapanorpapus ¢ prusn4eckor Harpy3Kko pekoMmeHAoBaHa NauneHTaMm, ecsiv U3BECTHO UIn
npeanonaraeTcs, 4To XA MpoBoLMPYTCA (PU3NYECKON Harpy3Kon, s yCTaHOBKU AMarHosa,
ornpeneneHuns NPorHo3a, oLeHKN pe3ybTaToB MeIuKaMeHTO3HOW Tepanun unu abaauuu.

KnuHunyeckune pekomeHgauum MuHigpasa Poccuun. XKenyno4koBble HapyLleHUs puTMa cepaua. BHesanHasa
cepaedHas cMepTb, 2025 1. (1)

Mpoba c no03MpOBaHHOWM PU3NYECKOWN HArpy3Kon Ha Beno3promMmeTpe uim tpegmune. Hanbonee
MHOPMaTUBHA OLEeHKa ONUTesNIbHOCTU UHTepBasia QT B nepuon BocCTaHoBNeHUS. OueHnBaeTCsa AMHAMMKA
rnokasaTesii KOPPUrnpoBaHHOro nHTepsana QT B ncxone, Ha NUKe Harpysku N 4-m MUHyTe
BOCCTaHOBUTENILHOIO Neproaa. BennynHa nHtepsana QTc =480 MC Ha 4-11 MUHYTE BOCCTAHOBJIEHUS NOCe
CTpecc-TecTa CHMTAETCH OOHUM U3 KPUTEPUEB ONArHOCTUKK BpoxaeHHoro CYUQT (kpuTepun, no
3HAYMMOCTW COMOCTaBUMBbIN C HaNM4YMeM anbTepHauun 3ybua T).

(2)

TecT ¢ pU3NYeCKON HaArpy3Kom NpoBOANTCHA BCeM BOJSIbHBLIM C Lenbio anarHoctukn CYUQT, a Takxe ans
onpenenerHns spHeKTUBHOCTY aHTUAPUTMNYECKON Tepanun. TecT C (PU3N4YEeCKOnN Harpy3kom nurpaet
Ba>KHYI0 pOJib B AnddepeHUnanbHON AMarHoCcTKe NepBuUYHbIX U BTOPUYHbIX hopMm CYUQT, a Takxe
BbISIBJIEHUN HEMbIX (HOPM

Pernctpauust 9KI B 12 oTBEAEHUSX U MOHUTOPUPOBAHME 3N1EeKTPOKAPANOr patnUIeCcKX AaHHbIX
peKOMeHA0BaHbl BCEM MaLMeHTaM Npu NoA03PEHUN Ha Hanuydme XKA Ons nx NoATBEPKAEHUS NN
UCKJIIOYEHUS.

KnunHn4yeckmne pekomeHgaunm MnHsgpasa Poccun. XKenyoo4koBble HapyLleHUsa putMa cepgua. BHesanHasa
cepaedHas cmepTb, 2025 1. (1)

IXOKTI gna oueHkun pbyHkumm JDK u MK un BoiseneHns CIMNC pekoMeHAo0BaHa BCEM NaLMeHTaM C
npeanoslaraeMbiMn Uan AokasaHHbIMU XKTA 1IN UMEKOLMM BbICOKUIA PUCK Pa3BUTUSA Taxkenbix KA nam
BCC.

KnunHun4yeckmne pekomeHgaunm MnHsgpasa Poccun. XKenyoo4ykoBble HapyLleHUsa putMa cepgua. BHesanHasa
cepaeyHas cmepTb, 2025 1. (1)

2. OmarHos

Bonpoc 3.

Hanbonee BepoATHbLIM ANarHO30M nocsie nepsnYHOro obcnefoBaHns y AeBOYKM SBASETCA
1. ApuTMoOreHHas KapgumoMuonaTus

2. Peungusunpytoime CMHKOMasIbHble COCTOAHNSA Ba3oBarasbHOro reHesa

@ CYHAPOM yaNNHEHHOro UHTepBana QT

4., KaTexonammHepruyeckas nonnmopgHas »keayno4ykoBas Taxmkapons

MpaBunbHbIN OTBeT: 3 — CUMHAPOM YyAJIMHEHHOro uHTtepsana QT

B wkKane npepctasaeHsl 4 rpynnbl KPpUTEPUEB ANA YCTaHOBMeHNA gnarHo3sa CYUQT, Bkatoydas KT,
KJIMHNYECKNE OaHHble, CEMENHbIN aHaMHE3 1 pe3y/ibTaTbl FTEHETUYECKUX NCCNenoBaHUN. Kaxgomy 13
KpUTEepUEB COOTBETCTBYET ONpeneeHHOe Kom4ecTBo 6ansioB, KoTopble cyMMupytoTca. Mpu cymme
6annos 6onee 3 gnarHos CYNQT npaBoMoOYeEH.

KnnHnyeckne pekoMmeHgauum MuHigpasa Poccun. XXenyoo4ykoBble HapyLLleHna puTMa cepaua. BHesanHasa
cepaeyHas cmepTb, 2025 1. (1)

Bonpoc 4.

[aHHas Ho3o0rnyeckasa popma OTHOCUTCA K 3aboneBaHMsM 13 rpynmnbl
1. kKapanomuonaTun

2. nprobpeTeHHbIX MOPOKOB CcepaLa

@ NepBUYHbIX 3JIeKTpUYecknx 3abonesaHnin cepaua (KaHanonaTui)
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4. BpPOXLEHHbIX NMOPOKOB cepaLua

MpaBunbHLIK OTBET: 3 — NEepPBUYHbIX dJIeKTPU4Yeckux 3abonesaHuu cepaua

(CELELLLERNTD]

CnHapom yannHeHHoro nHtepsasa QT (CYUQT) - caMbIn HYaCTblh HAaCNeACTBEHHbIN CUHAPOM U3 FPYMnbl
KaHanonatun (4actoTa 1:3000 - 1:2500 HaceneHns), XapakTepusyroLwmnnca yanmHeHnem nHtepsana QT n
XKN3HEYIrPOXKaoLWMMN XKEeNYL04YKOBbIMU apUTMUSAMU, B OCHOBHOM MPOBOLMPYEMbBIMU alpEHEPTNYECKOM
aKTuBayunen.

KnunHun4yeckmne pekomeHgaunm MnHsgpasa Poccunn. XKenygo4koBble HapyLleHUsa puTMa cepgua. BHesanHasa
cepaeyHas cMepTb, 2025 1. (1)

CUHAPOM yAJSIMHEHHOT0 UHTepBasia QT obycsioBNeH MyTaUUsiMK B FreHax, KOAUPYOLWMX ajibda- 1
H6eTa-cybbeANHULbI MOHHBIX KaHanoB MeMbpaHbl KapAMOMUOLIUTOB, @ TakXe creungpunyeckue benku,
OCYLLECTBJISIHOLLNE BHYTPUKIETOYHYIO PErYSLUI0 NOHHBIX TOKOB

Bonpoc 5.
,D,I/IaFHOCTVIKa CMHApOoMa yOJIMHEHHOIoO NHTEpPBasla QT ocHoBaHa Ha Kpntepmnax

1. [bioka

@ LWBapua

3. Lake Louise
4. lMagywn

MpaBunbHbIK OoTBET: 2 — LlIBapua

pynna akcnepToB EOK, pa3pabaTbiBaollas KIMHUYECKME peKOMeHZaLUnmn rno neveHuo XA 2022r.,
noaTeepansia npumMmeHeHne Wwkasnbl LLBapua 419 YyCTaHOBEHUSA KIIMHNYeCKOro guarHosa CYUQT. Ons
OnarHocTukn BpoxaeHHoro CYNQT mncnonb3ytoTca Kputepun LLBapua, paspaboTaHHble B 1985 r.,
n3MeHeHHble B 1993 r. n obHoBNeHHble B 2006 1 2011 rr.

KnnHnyeckune pekoMeHOaunmm MI/IH3)J,paBa Poccun. )Keﬂyﬂ,o‘-lKOBble HapyweHnda puTtmMma cepaua. BHe3anHasa
cepheyHasa cmepTb, 2025 r. (1)

Bonpoc 6.

XapakKTepHbIM 4519 CMHAPOMa YOJNHEHHOro nHTepsasa QT anekTpokapanorpapmyeckum peHOMeEHOM,
OTpaXXaloLWnM Bblpa>XeHHY0 3/1eKTpU4ecKyto HecTabunbHOCTb MMnoKapda, ABNAE€TCA

1. ykopouyeHue nHtepsana PQ
2. pacwupeHue komnnekca QRS
@ anbTepHauusa 3ybua T

4. Hanun4ue «aesibTa»-BOJIHbI

MpaBunbHbLIK OTBET: 3 — anbTepHauusa 3youa T

OueHunTb puck pa3uTunsa BCC B KaXkA0OM KOHKPETHOM CJly4ae MoMOoraloT He3aBuCuMble HebaronpuaTHble
heHoTUNMYeckne npegnkTopsbl. Nepebie NpeanKkTopbl 6bi1K BoigeneHsl B 1993 r. 0CHOBOMOJIOXKHVKOM
MN3YYeHUs CMHAPOMa UTanbAHCKUM usnonorom MNMetepom LBapuem (P. Schwartz) n Bkatoyanu B cebs
CMHKOMEe B aHaMHe3e, XXeHCKUN Mo U AOKYMEHTUPOBAHHbIE 3nn304bl ®XK/XKT.

B nanbHenwwem 6b11 BblgesieHbl AOMNONHUTENbHbIE (hakTopbl pucka BCC:

* nonuTtonHble n paHHmne XXI3C (IV n V rpagaunun no JlayHy);
* yannHeHne nHtepsana Q-T 6onee 440 mc;

* Q-Tc 6onbue 460 mc (Moss A., Schwartz P., 1987);

* anbTepHauuns 3ybua T (Mitsutake, 1981);

* Q-Tc 6onbuie 500 mc (Priori et al., 2003);

* PUrNMAHOCTb LIMPKAAHOro pUTMa;

* cmHycoBas bpagnkapauns (LkonbHukosa M.A., 2001);
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* ceMeNHbI aHaMHe3 BHe3anHom cMepTu;
* AB-6n0kaga 2:1;
* LQTS3-reHotun (Priori et al., 2003).

BHe3anHasa cepaeyHasa cmepThb / bokepusa J1. A. , Pesuwsunn A. L. , HemuHywmn H. M. , NMpoHnyesa W. B. -
MockBa : T'0TAP-Menua, 2020. - 352 c. (Cepus "bubnnorteka Bpadva-crneymanncra")

(1)

K npodunnaktnyeckomy npumeHeHuo KO cnepyeT noaAXoAuUTb UHONBUAYAJIbHO Y BCEX NALMEHTOB rpynnbl
BbICOKOI0O P1UCKa, B HaCTHOCTW Yy XXeHLWMH ¢ reHoTunom LQT2 n _Q-_Tc >500 mc, y naumeHTtoB ¢ _Q-_ Tc
>500 MC 1 Npu3HaKaMm 3NeKTPUYECKon HeCcTabunbHOCTN M1Mokapaa (coxpaHstowasscsa Ha poHe nNprema
B-agpeHobnokaTopoB anbTepHaumna 3ybuoB T Ha IKI), a TakXe y NauMeHToB C reHeTn4eckum npoguiem
BbICOKOIr0 puYcKa (HOCUTEeNIbCTBO ABYX MyTauuii, B TOM Yucsie cnHgpom xepsenna-JSlaHre-HunbceHa n
CMHAPOM TuMoTK, obHapy>KeHne reHeTUYeCKNX MyTaumnin, Conps>KeHHbIX ¢ 6onee BbICOKUM pUCKoM XKT/DXK
n BCC). UmnnanTauuio UKL pekoMeHO0BaHO pacCMOTPETh B AOMOJIHEHME K MEAUKAMEHTO3HOW Tepanuun y
aCUMNTOMHBIX HOCUTesen naTtonornyeckon mytauum B reHax KCNH2_ wnnm SCN5A_ npu yBenuyeHun Q-
Tc >500 mc.

(2)

Bonpoc 7.
MPUYMHON CMHKONAJIbHbBIX COCTOAHUN Y AaHHON NauMeHTKU ABJISETCA pa3BuTue
1. dumbpunnaunm npeacepnmnmn

@ XKenyOoo4yKoBOW TaxnKapoum Tuna «nupyaTs

3. Kpu3a JIero4yHom rmnepTeH3nn

4. MapoKCU3ManbHOW OpPTOAPOMHON AB peumnnpoKHON Taxmkaponumn

MpaBuAbHLIA OTBET: 2 — XKEeJNYyAO04KOBOW TaxXMKapaum Tuna «nupyaT»

Bpo>XOEeHHbI cMHAPOM yannHeHHoro QT-nHTepBana npencrtaBnseT cobon coveTaHne yBeNnYeHuns
nnntenbHocTn QT-uHTepBasa Ha obbiYHOM DKI C MapoKCU3MaMu Xenyao4koBor Taxukapaum Torsades de
Pointes - «nupyaT», KNIVHUYECKM MPOABAAIOLLMNMUCA CUHKOMAJIbHbIMU COCTOSHUSAMU U HEPELKO
3aKaHYMBaKOLWMMNCSA BHE3AMHOW CMEPTLIO Y AeTEN N NOAPOCTKOB, Kak C HEMPOCEHCOPHOW NaTosIoruen
cnyxa, Tak 1 B ee OTCYTCTBUN.

[OnarHocTuka n nevyeHne HapyLleHnn puTMa 1 NPoBOANMOCTHY cepaua y aeTen: Y4yebHoe nocobue. MNog
penakumen M.A. LWkonbHnkoson, [ .® . Eroposa - Cl6.: Yenosek, 2012

(1)

XKenyno4ykoBas TaxMKapAus TUNa «MUpyaT»- TaxnKapaus Tuna «nupyaT» (Taxmkapausa Tuna torsades de
pointes), noaTun noamMopgHoM XXT, CBSA3aHHbIA C YOJMHEHNEM NPOAOIKUTENbHOCTU nHTepBana QT, ¢
MOCTOSAHHO N3MEHSALWMMNCA KoMmnaekcamm QRS, KoTopble UMET BUA CUHYCcoMabl BOKpYr 6a3oBon
n3onunHum KT .

KnunHn4yeckme pekomeHgaunm MnHsgpasa Poccun. XKenyoo4KoBble HapyLLleHUsa puTMa cepaua. BHesanHasa
cepaeyHas cMepTb, 2025 1. (1)

OauH n3 3K -kputepures LBapua: XKT no TUNY «NUPYy3T».

(2)

Bonpoc 8.

,D,J'Iﬂ BepMd)I/IKaLI,I/IVI AnarHo3a CVIH,EI,pOM YONMNHEHHOIo MHTEpPBaJia QT neBo4ke Tpe6yeTc91 BbIMNoJIHEHUE
1. NMMMYHOJIOT'M4YE€CKOro aHaim3a KpoBu

2. MMYHO6/10Ta aHTUHYKJI€AaPHbIX aHTUTEN

3. MocTHaTajIbHOro KapuoTUMNNPOBAHMS
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@ MOJIEKYNAPHO-FreHeTUYEeCKOro aHannsa

MpaBunbHbIN OTBET: 4 — MOJIEKYJISPHO-TeHeTU4YeCKOro aHaamsa

MonekynsapHo-reHeTn4ecKoe nccriegoBaHme MyTaunm B reHax, UMerLwWwmnx OKa3aHHbIA NPUYNHHbIN
xapakTep B oTHoweHun CYNUQT (_KCNQ1, KCNH2, SCN5A, CALM1, CALM2, CALM3 ), pekomeHayeTca C
Lesblo ANArHOCTUKM BCEM MaLMeHTaM C BbICOKOW BEPOATHOCThLIO KJIMHNYECKOro amarHosa CYUQT,
OCHOBAHHOI0O Ha OaHHbIX NMEPCOHA/IbHOIO N CEMENHOro aHamMmHesa 1 gaHHbiX Kl nokosa, XM3KI u
Harpy3o4yHoro TecTa.

KnnHnyeckne pekomeHnauum MuHinpaBa Poccun. Xenyno4ykoBblie HapyLleHNa puTMa cepaua. BHesanHasn
cepheyHasn cmepTb, 2025 r. (1)

MpoBeneHne KOMMJIEKCHOr0 MOJIEKYJIAPHO-TEHETUYECKOro NCCIEN0BaHNA Ha BbisIBJIEHNE BO3MOXKHbIX
MyTaumn B reHax_KCNQ1, KCNH2_, SCN5A, CALM1, CALM2, CALM3 (CYWUQT 1, 2 n 3-ro TMnos - Hanbonee
pacnpocTpaHéHHble hopMbl 3aboneBaHNs) peKoMeH40BaHOo C Lenblo anarHoctmku CYNQT Bcem nauneHTam
C KNMHnYyecknmn npossneHnamm CYUQT n yannHeHnem nHtepsana QTc, 3apernctpupoBaHHbIiM Ha KT B
noKoe nan Npu NpoBeAeHN NPOBOKALMOHHbLIX AMarHOCTUYECKMX Npob, a Tak)Ke BCeM naumneHTaMm, He
MMeLWnM XxapakTepHblx ona CYUQT KAMHMYECKUX CUMATOMOB, NMpu peructpaumn Ha K yanvmHeHns
nHTepBana QTc >480 mc B npenybepTaTHOM Bo3pacTe u QTc >500 MC y B3pOC/bIX MPU OTCYTCTBUN OPYTUX
BO3MOXXHbIX MPUYUH yOJMHeHUA nHtepsasa QT.

(2)

3. JleueHue

Bonpoc 9.
D,aHHOIZ MNayneHTKe noka3laHo Ha3dHa4deHune

1. ceppeyHbIX MMKO3nO0B

@ B-610KaTOPOB

3. npenapaToB BajbNpPOeBON KUCAOThI

4. npenapaTos IC Knacca

MpaBunbHbLIN OTBET: 2 — B-ON0KaTOpPOB

MauyneHTam c CYUQT gnsa npodunaktnkm BCC pekomeHpoBaH npnem beTa-agpeHob/10KkaToOpoB.

KnuHun4yeckune pekomeHgauum MuHigpasa Poccuun. XKenyno4koBble HapyLleHUs puTMa cepaua. BHesanHasa
cepaeyHas cMepTb, 2025 1. (1)

Bonpoc 10.

MpY HANMYUN MHOXKECTBEHHbIX LLIOKOB BC/IEACTBUE PA3BUTUA MapOKCU3MOB XKesy104KOBOW
Taxukapanu Ha oHe NpueMa MakCMMasibHOW 103kl B-6/I0KATOPOB Yy NALMEHTOB C HANUYMEM
VMMNIAHTUPYEMOro KapauosepTepa-aedunbpunnatopa MoxeT bbiTb pekomMmeHooBaHa

@ JIEBOCTOPOHHSAA CMMMNAT3KTOMUS

2. 3KCnfaHTauua KapauosepTepa-gedunbpnnnatopa
3. paamoyacToTHas abnauna cybcTtpaTa apntmMmn

4., OTMeHa MegNKaMeHTO3HON Tepanun

npaBMJ‘Ibelﬁ OoTBeT: 1 — 21IeBOCTOPOHHAA CUMNATIKTOMMUA

BbinonHEHWE rPpyAHON NEBOCTOPOHHEN CMMMNATUYECKON AeHepBaLUm cepaLa PEKOMEHAOBAHO Y
CUMMTOMHbIX naumeHToB ¢ CYNQT B cnefyrowmx ciaydvasx:

* MNpnem b6eTa-agpeHob/10KaTOpoB HeaheKTUBEH, MJI0OX0 NepeHocnTcs, nbo nmetroTcs
MPOTMBOMOKa3aHus.

* UKO-Tepanusa npoTMBOMNOKa3aHa Uin MMeeTCs 0TKas nauuneHTa.
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* MNauneHTbl C UMNIaHTUPoBaHHbIM MK Ha oHe npuema beTa-anpeH0b6/10KaTOPOB NPOAO/IKAOT
NUCMbITbIBAaTb MHOXXECTBEHHbIe WoKn VK.

KnunHun4yeckme pekomeHgaumm MnHsgpasa Poccun. XKenyoo4koBble HapyLleHUsa puTMa cepgua. BHesanHasa
cepaedHas cMepTb, 2025 1. (1)

Bonpoc 11.

ONs KYynUpoBaHUSA TaxMKapaumn TUNa «nupysT» NOKa3aHO BHYTPUBEHHOE BBeAEHNE

1. ammnopapoHa

@ MarHus cynbaTa

3. nponacdeHoHa
4. TpudocaneHuHa

MpaBunbHbIN OTBET: 2 — MarHua cynbdgarta

B/B BBeoeHue #MarHusa cynbdaTta ¢ gobaBneHnem #Kanma xnopuaa peKkoMmeHayeTcsa naymeHTam ¢ KT
TUMa «MUPYST».

KnunHnyeckune pekoMeHOaunmm MI/IH3£I,paBa Poccun. )Kenyp,quOBble HapyweHna puTtMma cepaua. BHe3anHas
cepnevHasa cMepTb, 2025 r. (1)

B/B BBeoeHue #MarHusa cynbdaTta peKoMeHA0BaHO A4 npeaynpexaeHnsa peungnsos nonmmopgHon XKT
TUMa «MUPYST».

(2)

C uenbto KynupoBaHusa noamMopgdHonm XT Tuna «nupysT» npumeHeHne AAT, knacc 1A n AAI, knacc lll, He
pPEKOMEHL0BaHO.

(3)

4. BapuaTtus

Bonpoc 12.

IOna cnHppoma [rxepsenna-JlaHre-HunbceHa XxapakTepHO coYeTaHne 3KCTPEMasibHOro yaJInHeHns
nHTepBana QT ¢

1. KpaHnodacumasbHbIM U CKENETHBLIM ANCMOP(PU3MOM
2. CYHOaKTunnen

@ BPOXXOEHHOW ryXoTomn

4. BpPOXAEHHbIMW MOpoKaMun ceppua

MpaBunbHLIK OTBET: 3 — BPOXXAEHHOW MNyXOTOW

AyToCcoMHO-peueccusHbin CYUNQT (cuHppoMm Orxepsenna-JlaHre-HunbceHa), coveTaowmnin akCcTpeMasibHoe
yhJnHeHne nHtepsana QT C BPOXXOEHHOW F1yXOTO.

KnuHunyeckune pekomeHgaunm MmHsgpasa Poccuun. XKenyno4koBble HapyLleHUs puTMa cepaua. BHesanHasa
cepaedHas cMepTb, 2025 1. (1)
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