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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
roKo3bl 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,
ynucTble. HebHble Ay>XXKKN He runepeMunpoBaHbl, HebHble MUHAANNHBI HEe YBenn4yeHsbl. NMepugepnyecknx
OTEKOB HeT. B fierknx AbixaHve Be3nKyJsispHoe, NpoBOAUTCA PaBHOMEPHO BO BCe OTAESbl, XPUMNOB HeT.
Y[ 22 B MUH. TOHbI cepaua 3By4Hble, puTMUYHbIe. YCC 92 ya/muH., AL 95/60 MM pT. CT. SpO2 99%.
Mynbcauma Ha 6efpeHHbIX apTepUsax yaoBneTeopuTenbHas. XKNBOT MAMKMA, Npu Najbnaymumn
6e3bonesHeHHbIN BO BCex oTaenax. [levyeHb 1 ceneseHka He yBesinyeHbl. CAMMTOM MOKOJa4unBaHns no
MOSICHNUYHOM 0b6nacTm oTpuLaTENIbHBIN,

1. MnaH obcnepoBaHusA

Bonpoc 1.

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

2. peHTreHorpaduun opraHoB rpyaHoON KIeTKn

3N1eKTpoKapanorpadpum B 12 oTBeaeHNAX
4. cnvporpapumn

MpaBunbHbIA OTBET:

3 - aneKTpokapauorpacgpum B 12 otBeaeHuax

C uenblo BbISIBJIEHUS XXU3HEYrPOXKAIOLWNX COCTOAHUN NpK onpoce nauneHTa pekoMeHayeTcs
paccmaTpueaTb CYUQT n KIMXT B Ka4ecTBe BO3MOXKHbIX MPUYNH KapANOreHHbIX CUHKOMAJIbHbIX
COCTOSIHUM, BO3HUKAIOLWLKMX Ha BbICOTE (PM3NYECKON NN SMOLMOHAJIbHON Harpysku, oCobeHHO y
Mosoabix NnauneHToB 6e3 CINC. Kpome Toro, cneayeT y4nMTbiBaTb Takue cneundunyeckue ans CYNQT
TpUrrepbl CMHKOME Kak Pe3Knin 3ByK, NiaBaHue, npobyxaeHue.

KnnHnyeckue pekoMmeHpaumm MmnHsgpasa Poccnun. XKenyno4ykoBble HapyLlleHns puTMa cepaLa.
BHe3anHasa cepoeyHaa cmepTb, 2025 T.

(1)

CraHpapTHasa OKI B 12-TK 0TBEAEHUAX MOXKET CrocobCTBOBaTb BbISIBJIEHMIO MPU3HAKOB
HacneacTBeHHbIX 3abosieBaHn, cBA3aHHbIX ¢ XXA 1 BCC, Taknx kak kaHanonatun (CYUQT n CKNQT,
cuHapom bpyraga, KIMKT) un kapgnomuonatumn (AKIMNXK n TKMIM). Ha CINC yka3biBaloT Takune
IKI-npu3sHaku, Kak 6riokaga ny4dka Nuca, AB 6nokaga, runeptpocua xenynodka u 3ybey Q,
xapakTepHbin ons UBC nnan nHpunnbTpaTUBHON KapaANoOMNMonaTun. dNeKTPOJSINTHbIE HapYLUEeHNS U
3(hpeKTbl passINyHbIX TeKAapPCTBEHHbIX NMpenapaToB MOryT NPUBECTUN K HApPYLUEHMUIO pernonispu3aumnm
n/mnun yonuHeHuo komnnekca QRS.

(2)

Pernctpaumnsa 3Kl B 12 oTBeAeHMAX peKkoMeHaoBaHa BCEM NaLMeHTaM C cepaevyHO-CoCy ANCTbIMU
3aboneBaHMAMN NMpu NPOXoXKAeHUn obcnenoBaHNs A BbiaBaeHns XA.

(3)

Bonpoc 2.

B xone panbHenwero obcrienoBaHnsa JaHHOM NaLUMeHTKe NoKa3aHo BbINOJIHEHUE

npobbl C hU3nNYeCKON HarpysKom

2. 3neKTpo3HuUeganorpacdunm

CYTOYHOIr0 MOHUTOPUPOBAHUSA d/IEKTPOKapAnorpammsl (IKI)

4. ynbTpa3ByKoOBOro uccrnegosaHusa (Y3U) wmtoBnaHom xenesbl
5. cTpecc-axokapaunorpacdun (ctpecc-3X0-KrI)
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3XOKapawuorpacpun

MpaBuibHble OTBETDI:
1 - npo6bl ¢ hU3n4eCcKon HarpysKom

3 - CyTOYHOro MOHUTOPMPOBAaHUA dJIeKTpoKapauorpammsl (KT)
6 - axokapauorpacduu

dnekTpokapanorpadusa ¢ GU3NYeCcKon Harpy3Konm peKoMeH40BaHa NaLneHTaMm, ecsii U3BECTHO UK
npeanosaraeTcs, 4To XA NpoBOLUPYIOTCA PU3NHECKON HArpy3Kon, A YCTaHOBKWU AMarHo3a,
onpepesieHns NpPorHo3a, OLEeHKN pe3ysibTaTOB MeAMKaMeHTO3HOM Tepanuun uan abnaynu.

KnnHnyeckue pekoMmeHpaumm MmnHsgpasa Poccnun. Xenyno4ykoBble HapyLleHns puTMa cepaLa.
BHe3anHasa cepoeyHaa cmepTb, 2025 1.

(1)

Mpoba c [o31POBaHHOM PU3NYECKON Harpy3KOM Ha BenosproMeTpe uan tpegmune. Hanbonee
MHOPMATMBHa OLEeHKa ANTeNbHOCTU nHTepsana QT B nepuos BoCCTaHOBNeHUSA. OueHnBaeTcs
OVHaMUVKa noKasaTess KOppurnpoBaHHOro nHtepeana QT B UCXOAE, Ha NUKe Harpysku u 4-in MUHyTe
BOCCTAHOBUTENbLHOro nepuoga. BennynHa nHtepsana QTc =480 MC Ha 4-1 MNUHYTe BOCCTAHOBJIEHUSA
rnocsie CTpecc-Tecta CHNTAETCSA OOHUM N3 KPpUTEPUMEB AMArHOCTUKN BpoxxaeHHoro CYUQT (kpuTtepun,
MO 3HAYMMOCTU COMOCTABUMBbIN C HAJIMYMEM anbTepHauun 3ybua T).

(2)

TecT ¢ hM3n4YecKon Harpy3Kom NpoBoaAnTCsA BCceM 6ONIbHbLIM C Lesblo anarHocTuku CYUQT, a Takxke
ansa onpepeneHus s@PEeKTUBHOCTN aHTUapUTMUYECKON Tepanun. TecT C (U3NYECKON Harpy3Kom
UrpaeT Ba>KHY posib B guddepeHumnanbHON AnarHoCTMKe nepBuYHbLIX U BTOpUYHbIX hopm CYUQT, a
Tak>XXe BbISiBJIEHUUN HEMbIX (DOPM

Pernctpaumnsa 3Kl B 12 oTBeAeHNAX N MOHUTOPUPOBAHUE 3J/IEKTPOKapAMorpanyeckmnx gaHHbIX
peKkoMeHOoBaHbl BCEM NauneHTaM rnpu Nnogo3peHun Ha Haanydme XKA ona nx noATBEPKAEHNA Nnuv
NCKHOYEHNS.

KnunHun4eckne pekomeHgauum MuHsgpasa Poccmun. XKenyno4koBble HapyLweHuUsa puTMma cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 1.

(1)

IXOKT onga oueHkn yHkLmMm JIXK n MNMX n soissneHusa CrNC pekoMmeHgoBaHa BCEM NauMeHTaMm C
npennosiaraeMbiMn NN AOKa3aHHbIMU XKTA UM UMEIOLWMM BbICOKUIN PUCK Pa3BUTUSA TXKenbiX KA
nnn BCC.

KnunHunyeckne pekomeHgaumm MuHigpasa Poccmn. XKeny[oo4KoBble HapyLLeHns puTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 .

(1)

2. AuwarHos

Bonpoc 3.

Hanbonee BepoATHbLIM AMarHO30M MNocJsie NepBnUYHOro obcnenoBaHns y AEBOYKN ABAAETCA
1. ApuTMOreHHas KapgmommonaTus

2. PeunauBupytoline CMHKOMNasbHble COCTOAHUS Ba3oBarasibHOro reHesa

CnHApoOM yasiMHeHHoro nHtepsana QT
4. KaTexoslaMuHepruyeckas noammopgHas Kenyno4koBasa Taxvkapamsa

MpaBunbHbIA OTBET:

3 - CUHApPOM YyAJIMHEHHOro uHTepsana QT

B wkane npencrtasnieHsl 4 rpynnbl KpUTEPUEB OJ19 yCTaHOBNeHNa anarHo3a CYUQT, skitoyasa KT,
KJIMHNYECKME OaHHble, CEMENHbIN aHaMHe3 N pe3y/ibTaTbl FEHEeTUYECKUX nccnenosaHuin. Kaxxagomy ns

MedikCase - leTcKkas KapAunoJorus medikcase.ru - 5


https://library.mededtech.ru/rest/documents/KP569_2_25/
https://library.mededtech.ru/rest/documents/KP569_2_25/
https://library.mededtech.ru/rest/documents/KP569_2_25/#list_item_ia4e67
https://library.mededtech.ru/rest/documents/KP569_2_25/#paragraph_c0r4is
https://library.mededtech.ru/rest/documents/KP569_2_25/
https://library.mededtech.ru/rest/documents/KP569_2_25/
https://library.mededtech.ru/rest/documents/KP569_2_25/#list_item_1221u7
https://library.mededtech.ru/rest/documents/KP569_2_25/
https://library.mededtech.ru/rest/documents/KP569_2_25/
https://library.mededtech.ru/rest/documents/KP569_2_25/#list_item_f99l1i

KpUTepuneB COOTBETCTBYET onpenesieHHOoe KoM4ecTBo 6ansios, KOTopble CyMMUpytoTcs. Mpu cymme
6annos 6onee 3 gnarHo3 CYNQT npaBoMOYeEH.

KnunHunyeckne pekomeHgaumm MuHigpasa Poccmn. XKeny[oo4KoBble HapyLLeHns puTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 T.

(1)

Bonpoc 4.

[JaHHas Ho3oM0rn4yeckas hopmMa OTHOCUTCA K 3aB0NeBaHUAM N3 Fpynnbl
1. kapanommonaTun

2. npuobpeTeHHLIX MOPOKOB cepaL,a

NepBUYHbIX 3/IEKTpUYeckmx 3abonesaHnn cepaua (kaHanonaTun)
4. BpPOXXOEHHbIX MOPOKOB cepaLa

MpaBunbHbIA OTBET:

3 - NnepBUYHbIX 31eKTpu4yeckux 3abonesaHuu cepaua (KaHanonaTun)

CuHppoM yannHeHHoro nHtepsana QT (CYUQT) - caMblin 4acTbI HaCNeACTBEHHbIN CUHAPOM U3
rpynnsl KaHanonaTtui (4actoTa 1:3000 - 1:2500 HaceneHns), XxapakKTepU3YIOLLUWUNCSA YATNHEHNEM
nHTepBana QT 1 XU3HEYrpoXKaoLWMMIM XKeNyaA04KOBbIMU apUTMUAMN, B OCHOBHOM MPOBOLMPYEMbIMU
afpeHeprnyeckomn akTmeaumnen.

KnuHunyeckne pekomeHgaumm MuH3igpasa Poccmn. XKeny[oo4yKoBble HapyLLeHns puTMa cepaua.
BHe3anHasa cepaeyHas cmepTb, 2025 .

(1)

CUHOPOM yOnMHeHHOro nHTepBana QT obyc/ioBAEH MyTaUMsMU B reHax, KOOUPYIOLWNX afibda- 1
6eTa-cybbeanHULIbl MOHHBLIX KaHa/l0B MeMbpaHbl KapANOMUOLMTOB, @ TakXKe cneunguieckmne benku,
OCYLLECTBASAOLLNE BHYTPUKIETOYHYIO PErYASLMI0 MOHHbIX TOKOB

Bonpoc 5.
IdnarHocTnka cuHopoMa yaJIMHeHHOro nHtepsana QT oCHOBaHa Ha KpUTepusx
1. [Obloka

LlBapua

3. Lake Louise

4. Mapywn

MpaBunbHLIK OTBET:

2 - LlBapua

pynna akcnepToB EOK, pa3pabaTbiBatolias KINHUYECKNE peKoMeHaaunum no nevyeHnto XA 2022r.,
noaTeepaunna npuMeHeHme Wwkanol LLBapua ona ycTaHOB/EHUS KNUHMNYeCKoro gnarHosa CYUQT. Onsa
OnarHocTunkm spoxxaeHHoro CYUQT ncnonb3yloTcsa kputepun LLBapua, paspaboTaHHbie B 1985 1.,
M3MeHeHHble B 1993 r. 1 obHoBeHHble B 2006 1 2011 rr.

KnnHnyeckue pekoMmeHpaumm MmnHsgpasa Poccnun. Xenyno4ykoBble HapyLlleHns puTMa cepala.
BHe3anHasa cepoeyHaa cmepTb, 2025 1.

(1)

Bonpoc 6.

XapaKTepHbIM A1 CUHOPOMa YAJIMHEHHOI 0 nHTepBana QT asiekTpokapamorpamnyeckum eHoMeHoM,
OTPaXkaloLLUM BbIPaXKEHHYIO 3NIeKTPUYECKYI0 HeCcTabunbHOCTL MMOKapda, aBaseTcs

1. ykopo4eHune nHTepsana PQ
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2. pacwwumpeHue komnnekca QRS

anbTepHauunsa 3ybua T
4. Hanun4dme «aesnbTa»-BOJIHbI

MpaBunbHbIA OTBET:

3 - anbTepHauusa 3yb6ua T

OueHuTb puck pa3sntusa BCC B KaXXA0OM KOHKPETHOM CJly4ae NoMoratoT He3aBuUCUMble
HebnaronpusaTHble heHOoTUNNYECKMe NMpeanKkTopbl. MepBble NpeankTopbl bbIN BbigeNeHbl B 1993 1.
OCHOBOMONOXXHMKOM U3Y4YEeHNA CUHAPOMa UTalbAHCKMUM dusmonorom MNMetepom Lsapuem (P.
Schwartz) n BkntoYanm B cebs CMHKOMNe B aHaMHe3e, XXEHCKUIA Moa U LOKYMEHTUPOBaHHbIE 3NN304bl
DXK/KT.

B pnanbHenwem 6bian BblAeneHbl 4ONOJHUTENbHbIE (aKTOopbl pucka BCC:

* nonuTonHble n paHHue XXIC (IV 1 V rpagauunn no JlayHy);
* yannHeHne nHtepeana Q-T 6onee 440 mc;

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

* anbTepHaumsa 3ybua T (Mitsutake, 1981);

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

* pPUrMgHOCTb LMPKaAHOro puTMa;

* cuHycoBas bpagnkapamnsa (LkonsHukosa M.A., 2001);

* ceMenHbI aHaMHe3 BHe3anHou cMepTu;

* AB-6nokapa 2:1;

* LQTS3-reHoTun (Priori et al., 2003).

BHe3anHasa cepaeyHas cMepTb / bokepusa J1. A. , Pesuwsunum A. LWW. , HemuHywwuin H. M. , NMpoHunyesa .
B. - MockBa : FT90TAP-Megua, 2020. - 352 c. (Cepusa "bnbnnoteka Bpada-cneumanucra")

(1)

K npotunaktTnyeckomy npumeHeHumio WK cnepyeTt nooxoouTb MHOMBUAYAJIbHO Y BCeX MaumneHTOoB
rpynmnbl BEICOKOrO PUCKa, B HACTHOCTU Y XXEHWMUH ¢ reHoTunoMm LQT2 n _Q-_Tc >500 mc, y naumneHTos
¢ _Q-_ Tc >500 Mc n npu3HakaMmn 31EKTPUHECKON HECTabMIbHOCTN MMoKapha (COXpaHALWancs Ha
¢hoHe nprema B-agpeHobsiokaTOpPoOB anbTepHauums 3ybuos T Ha IKI), a TakXKe y MauMeHToB C
reHeTn4yecknuM rnpoduieM BbICOKOro pucka (HOCUTENbCTBO ABYX MyTauui, B TOM YUCSe CUHAPOM
I>xepBenna-JSlaHre-HunsceHa n cMHOPOM TMOTKU, OBHapy>XeHne reHeTU4YeCKUxX MyTauuni,
Comnpsi>XeHHbIX C 6osiee BbICOKUM puckoM XKT/OX n BCC). MmnnaHTauno WK pekoMeHaoBaHoO
paccMOTpeTb B AOMNOJIHEHME K MeANKaMeHTO3HON Tepanun y aCMMATOMHbIX HOCUTeNnen
natonorunyeckon mytaumm B reHax _KCNH2_ nnn _SCN5A_ npu ysenmyeHnn _Q-_Tc >500 mc.

(2)

Bonpoc 7.
MPUYMHON CMHKOMAJIbHbIX COCTOAHWUIA Y AaHHOW NauMeHTKN SBJISIETCA pa3BuTue
1. pubpunnsaumm npeaceponmn

)KeJ'Iy,JJ,O‘-IKOBOIZ TaXunkKapounnm Tnna «nupysaT»

3. Kpusa nleroyHom rMnepTeH3snn

4. NapoKCM3MasibHOM OPTOAPOMHOM AB peuunpoKHON Taxmkapanm

MpaBunbHbLIA OTBET:

2 - )Kenyno4KOBOU TaXUKapAUM TUMA «NUPYIT»

Bpo>aeHHbIN cMHAPOM yannHeHHoro QT-uHTepBana npeacTaBasieT cobon coyeTaHue yBeamyeHus
anntenbHocTn QT-UHTepBasna Ha 0bblYHON IKI C MAPOKCM3MaMU »XKeJsly04KOBOW Taxmukapanm
Torsades de Pointes - «nUpyaT», KJIMHNYECKN NPOSABASIOWLMNMUNCA CUHKOMAJIbHLIMU COCTOSTHUSIMU U
Hepeako 3aKaH4YMBaOLNMUNCS BHE3AMHOW CMEPTbIo y AeTel 1 NoAPOCTKOB, Kak C HEMPOCEHCOPHOW
naToJiormen ciyxa, Tak U B ee OTCYTCTBUN.
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https://library.mededtech.ru/rest/documents/ISBN9785970456293/?anchor=list_item_qnhgjn#list_item_qnhgjn
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[OnarHocTnka n nevyeHne HapyLweHnn putTMa u NpOBOANMOCTHM cepaua y aeten: YyebHoe nocobue. MNop
penakunen M.A. LLUkonbHmnkoson, [, .® . EropoBa - Cl16.: Yenosek, 2012

(1)

MXenyao4ykoBas Taxukapamsa TUMa «NUPYysT»- TaxuKapansa TUna «nupysT» (Taxukapausa Tuna torsades
de pointes), noaTun nonnmMmopdHon XXT, CBS3aHHbLIN C yAJIMHEHMEM MPOAO/HIKUTENILHOCTN MHTEpBana
QT, C NOCTOSIHHO U3MeHsLWMMUCA KoMnnekcamn QRS, KOTopble UMET BUA CUHYCOUAbI BOKPYT
6a3oBoi n3onnHumM K.

KnunHu4eckne pekomeHgauunum MuHsgpasa Poccuun. XKenyno4koBble HapyLweHUs puTMma cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 1.

(1)
OaunH n3 IKrI-kputepunes Leapua: KT no Tuny «nnupysT».

(2)

Bonpoc 8.

ons BepmchlKame AnarHo3a CI/IH,EI,pOM YONMNHEHHOIo MHTEpPBaJia QT peBoyke Tpe6yETC$| BbIMOJIHEHWE
1. NMMMYHOJIOTM4YE€CKOro aHajim3a KpoBu

2. NMMYHO6G10Ta aHTUHYKJI€AaPHbIX aHTUTEN

3. NOCTHaTajJlbHOro KapMoTUNMPOBaHUSA

MOJIEKYNAPHO-reHeTU4YeCKOro aHajnsa

MpaBubHbIA OTBET:

4 - MONEKYNAPHO-TeHEeTU4YEeCKOro aHasimsa

MonekynspHo-reHeTu4eckoe nccnefoBaHne MyTaluuin B reHax, MMeLLnX JOKa3aHHbIN NPUYUHHBIN
xapakTep B oTHoweHun CYNQT (_KCNQ1, KCNH2, SCN5A, CALM1, CALM2, CALM3 ), pekomeHayeTcsH C
Lefnblo AMarHOCTUKKM BCEM MNaLMEeHTaM C BbICOKOW BEPOSATHOCTbIO KJIMHMYeCcKoro amnarHosa CYUQT,
OCHOBA@HHOIO Ha AaHHbIX NEePCOHaNIbHOr0 U CEMENHOro aHaMmHe3a 1 gaHHbix OKI nokosa, XM3KI n
Harpy3o4Horo tecTa.

KnnHn4yeckne pekoMmeHgaunm MuH3sapaBsa Poccun. XXenyno4ykoBble HapyLeHNa puTMa cepaua.
BHe3anHas cepaeyHaa cmepTb, 2025 T.

(1)

MpoBegeHne KOMMIEKCHON0 MONEKYIAPHO-reHeTUYeCKOro NccieoBaHns Ha BbiiBIEHNE BO3MOXXHbIX
myTaumnm B reHax_KCNQ1, KCNH2_, SCN5A, CALM1, CALM2, CALM3 (CYMNQT 1, 2 n 3-ro Tunos -
Hamnbonee pacnpocTpaHéHHble OopMbl 3aboNeBaHNS) PEKOMEHOO0BAHO C Liesiblo gnarHoctukm CYNQT
BCEM MauMeHTaM C KIMHNn4Yeckumm nposasneHnamm CYUQT n ygnnHeHnem nHtepsana QTc,
3aperncTpupoBaHHbIM Ha DKI B Mokoe nam npu npoBeaeHnn NMPOBOKALMOHHbIX AMarHOCTUYECKMX
npob, a Tak)xe BCEM NaLUMEHTAM, HE NMeKLLUM XapakKTepHbix ansa CYUQT KANHUYECKNX CUMIMTOMOB,
npw perncTpaunn Ha IKI yannHeHns nHtepeana QTc >480 mc B npenybepTaTHOM Bo3pacTe n QTc
>500 MC y B3pOCJIbIX NPU OTCYTCTBUMN OPYIrMNX BO3SMOXXHbIX MPUYNH yONINHEHUA nHTepsana QT.

(2)

3. JleyeHue

Bonpoc 9.
JaHHOM NauneHTKe rnoka3aHo Ha3HayYeHne

1. ceppeyHbIX FMKO31O0B

B-6nokaTopos

3. npenapaToB Baj/ibNPOEBOA KNCIOThI
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4. npenapaTtos IC kKnacca

MpaBunbHLIK OTBET:

2 - B-6nokaTopos

NauymeHTam ¢ CYUQT gna npodmnaktnkm BCC pekoMeHpoBaH npnem 6eTa-anpeHob6/10KaTOPOB.

KnunHu4eckne pekomeHgauumm MuHsgpasa Poccuun. XKenyno4koBble HapyLweHus puTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 .

(1)

Bonpoc 10.

MpX HaNMYMN MHOXXECTBEHHbIX LLOKOB BC/IEACTBME PA3BUTUA MAapPOKCU3MOB »KeyA04KOBOW
Taxukapanm Ha oHe NnpueMa MakCuMasbHOWM A03bl B-6/10KaTOPOB y NAaLMEHTOB C HaNMYMEM
VMMNNaHTUPYEMOro KapanoBepTepa-gedunbpunnsatopa MoxxeT bbiTb pekoMeH0BaHa

@ JIEBOCTOPOHHAS CUMMNATIKTOMUSA

2. 3KCNJIaHTauumsa KapanosepTepa-gedunbpunnatopa
3. paamoydacToTHas abnaumsa cybcTpaTa apuTMum

4. oTMeHa MeAWKaMeHTO3HOW Tepanuu

MpaBunbHbIA OTBET:

1- JIEBOCTOPOHHAA CUMNATIKTOMMUA

BbiNnosIHEHME rpyAHON NEBOCTOPOHHEN CMMNATUYECKON AeHepBaLMn cepaLa PEKOMEHO0BaHO y
CUMMTOMHBIX NauneHTos ¢ CYUNQT B criepyowmnx ciay4vasx:

* Mpuem beTa-agpeHob10KaTOPOB HE3(hEKTMBEH, MJIOXO NepeHocnTcs, nnbo nmerTcs
MPOTMBOMOKa3aHus.

* UKO-Tepanusa npoTUBOMOKasaHa Uan nMeeTcsa OTKa3 nauneHTa.

* MayneHTbl C UMNAaHTUpPoBaHHbIM MK Ha hoHe npuema beTa-aapeHo610KaTOPOB NPOAO/IKAOT
NCMbITbIBaTb MHOXECTBEHHbIe Wwokn UK.

KnnHnyeckue pekoMmeHpaumm MmnHsgpasa Poccunun. Xenyno4ykoBble HapyLlleHUs puTMa cepaLua.
BHesanHasa cepoeyHaa cmepTb, 2025 1.

(1)

Bonpoc 11.

Ons KynupoBaHMs TaxmKapauy TUMa «nupysT» NoKa3aHo BHYTPMBEHHOE BBeAeHMe
1. ammopapoHa
@ MarHus cynbdaTa

3. nponacdeHoHa

4. TpudocaneHuHa

MpaBunbHLIK OTBET:

2 - MarHua cynbcaTta

B/B BBeOeHMe #MarHus cynbdaTa ¢ fobaBneHneM #Kanmsa xaopmaa pekoMeHagyeTca nauneHTam ¢ XKT
TUMa «MUPYIT».

KnuHunyeckne pekomeHgaumm MuH3igpasa Poccmn. XKeny[oo4yKoBble HapyLLeHns puTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 .

(1)

B/B BBefeHue #MarHusa cysnbdaTa peKoMeHO0BaHO A1 NpeaynpexxaeHnsa peumansos nNoanMMopgHon
KT Tnna «nupyaT».
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(2)

C uenbto KynupoBaHusa noanmopdgHon XKT Tnna «nnpyaT» npuMmeHeHne AArl, knacc IA n AAI, knacc lll,
He peKkoMeHO0BaHo.

(3)

4. BapuaTtus

Bonpoc 12.

Ona cnHopoma Ixepsenna-JlaHre-HunbCceHa XapakKTepHO COMETaHME IKCTPEMAsIbHOIO YAJIMHEHUSA
nHTepsasna QT ¢

1. kpaHuodacymanbHbIM U CKENETHBLIM ANCMOP(U3MOM
2. CUHOAKTUINEN
@ BPOXXAEHHOWN r1yX0TOMN

4. BpPOXXAEHHLIMN NOpoKaMu ceppua

MpaBunbHbIA OTBET:

3 - BpOXXAEHHOW rN1yXOTOW

AyTocoMHo-peueccusHbin CYNQT (cunpgpom Oxepsenna-JlaHre-HunbceHa), coveTatowmi
3KCTpeManbHoe yaanHeHune nHtepsana QT ¢ BPOXXOEHHOW M1yXOTON.

KnnHn4yeckne pekoMmeHgaunm MuH3sapasa Poccun. XXKenyno4ykoBble HapyLleHNa puTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 .

(1)
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CutyauuoHHas 3apava 0002

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

1.1. Cutyauusna

MaumeHTKa 13 f1eT 3KCTPEHHO rocnnTasan3npoBaHa B oTAeIeHNne KapAnoiorMm no HanpasiaeHUo
Kapaunonora NoJINKJIMHNKN.

1.2. XKanoobl
Ha cHm>xeHue TONEPaHTHOCTU K Q)I/IBI/I‘-IeCKI/IM Harpy3kKam.

OfblwKa Npu nogbemMe no gIeCTHULE Bbllle 2-ro 3Taxka u Henpop,on>K|/|Tean0|7| xonbbe B 6bICTpOM
TeMne.

CuHKoNasibHble COCTOAHUA oTpuuaet.

1.3. AHaMHe3 3aboneBaHun
BbilweonucaHHble XXanobbl 6ecnokosaT B TedeHue roga. K kapanonory He obpawanuce.

2 HeZenn Hasag npu oCcMoTpe NeanaTpoM rnocsie NepeHeceHHoOro oCTPoro BpoHXMTa BbICYLIAH
CUCTOJINYECKUI LUYM Ha BEPXYLUKE, aKLLEHT BTOPOro TOHa Ha JIEr04YHOW apTepun.

HanpassieHa K KapAanoJiory noanKianHuKM.

Mo paHHbIM DKI: puTM cMHyYCcoBbI ¢ YCC 82 B MUHYTY. [MOBbILLEHWE 3NEKTPUYECKON aKTUBHOCTW
oboux npeacepauni.

CyTo4yHoe MoHUTOpUpoBaHMe KT KIANHMYECKN 3HAYUMbIX HAPYLLUEHUA pUTMa U MPOBOAUMOCTU HE
BbISIBMJIO.

Mo maHHbIM 3X0KapAuworpacuun: gnnaTtaumna obonx npeacepanin, ocTasabHble KAMEpPbl HEe paclUNpeHbI.
TonwwnHa Mnokapaa B Hopme. CokpaTuTesibHasa cnocobHOCTb MUOKapa He HapyleHa (OB nesoro
»xenypoyka 68%). NpusHakm gmactonmyeckon oUCHYHKUNN, peCTPUKTUBHBLIA TUMN (TPaHCMUTPanbHbI
noTtok: E = 1,08 m/c, A = 0,45 m/c, E/A = 2,4, DT = 130 mc, IVRT = 65 mc. TDI: e' (cenT.) = 5 cm/c, E/e'
= 21,6) ). NoBbILLEHO pac4YeTHOe AaBsieHne B nero4Hom aptepum (70 MM pT. €T). HeooCTaTO4YHOCTb
MUTPaJIbHOro KnanaHa 1-2 cteneHn. HepoCcTaTOMHOCTb TPUKYCNUAANLHOMO KanaHa 2 cteneHu.
[aHHbIX 3a BPOXXAEHHbIN NOPOK cepaua He nosydeHo. 000 2 mM. Nepukaph He namMmeHeH. XKMaKocTb B
NoJsIoCTN Nepukapaa He BU3yasnsnpyeTcs.

C ambynaTopHOro npvemMa AeTCKOro Kapanosiora 3KCTPEHHO rocnunTann3vpoBaHa B CTaLMoHap.

1.4. AHaAMHe3 XXU3HMU

* PebeHok oT 2 6epemeHHOCTU (1-9 6epeMeHHOCTb - CaMOnNpon3BOJibHbLIN abopT Ha cpoke 12 Hepenb).
Poabl 1-e, pusmonornyeckme, Ha cpoke 38 Hepesb.

* Mpwn poxxgeHnn macca Tena 3300 r, pocT 51 cMm, oueHKa no wkane Anrap 8/9 6annos.
* MNepnon HoOBOpOXXAEHHOCTM 6e3 ocobeHHoOCTeN.

* C Bo3pacTa 6 JieT - HeloCTaTo4YHble BeCoBble NPUGABKMU, MOBbLILLIEHHAA YTOMAAEMOCTb, YacTble
OPOHXUTHI.

* MMpodunnakTnyeckne rnpMBUBKKU Mo MHANBULYAJIbHOMY MaHY.
* TpaBMbl, onepauun oTpuuaert.
* ANNepronornyeckmin aHamMmHes He OTArOLLEH.

* CeMelnHbIN aHaMHe3: Yy TeTU Mo MaTEPUHCKON INHUWN - KapAnoMmMonaTus (TOYHbIA ANarHo3
Hen3BecTeH).
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1.5. O6beKTUBHbIN CTATyC
CocTosiHue cpegHen TaxecTn. Co3HaHune acHoe. TemnepaTtypa Tena: 36,6°C.

TenocnoxxeHmne acteHnyeckoe. CoctossHMe NnTaHus noHmxxeHHoe: Bec 41 kr; Poct 161.0 cm. UMT
15,8.

Ko>XXHble MOKPOBbI YACTbIE, 06bI4YHON OKpacKu. HebHble AyXKN He runepeMnpoBaHbl, HebHble
MUHOANNHbI He yBenn4eHbl. Mepudepnydeckme numdoysnbl: He yBenanyeHbl, 6e36onesHeHHsbl,
3NacTuYHbI. Mepudepnyecknx oTekoB HeT. HabyxaHue n nyabcaumnsa WEnHbIX BEH B FOPM30HTAJIbHOM
MoJsIOXKeHUN. B nerknx gbixaHme »ecTkoe, NpoBOANTCA PaBHOMEPHO BO BCe OTAe/bl, Xpunos HeT. YO0
17 B MUHYTY.

ToHbl cepALia 3BYYHbIE, PUTMUYHbIE. YCUeHne 2-ro ToHa Haj nero4yHonm aptepmen. HeMHTEeHCUBHbIN
CUCTOJIMYECKNI LLIYM B MPOEKLUUN MUTPASbHOIO U TPUKYyCNnAaaabHoro knanaHos. YCC 80 ynapos B
MuHyTY. Al 100/60 MM pT. CT. SpO2 97%. XKMBOT MArKUN, Npu Nanbnaunmn 6e360n1e3HEHHbIN BO BCEX
oTaenax. NevyeHb BbICTyNaeT Ha 2 CM u3-nog kpas pebepHon ayru, 6e3bonesHeHHa Npu Nnaabnauum,
KOHCUCTEHLUMSA MNOTHO-31aCcTUYHas, Kpal poBHbIn. Cene3eHKa He yBenudeHa. dusnonormyeckue
oTnpaB/iieHns B HOpMe.

1. MnaH obcnepoBaHus

Bonpoc 1.
IOna yToyHeHUs guarHosa JaHHOMY NnaumneHTy peKOMeHA0BaHo nposeleHune
1. cnunporpadgpum

4ype3BeHO3HOW KaTeTepm3auumn Kamep cepaua

3. CesIeKTUBHON KOpOoHapoaHrmnorpagum
4. Y3 wmnTOoBUAHON Xenesbl

peHTreHorpaguy opraHoB rpyaHoON KIEeTKU

MarHMTHO-PEe30HAHCHOM ToMorpadumn cepaLa C KOHTPaCTUPOBaHMEM

MpaBuibHbIEe OTBETDI:
2 - ype3BEeHO3HOW KaTeTepM3auum KaMep cepaua

5 - peHTreHorpacdum opraHoB rpyaAHON KJI€TKMU
6 - MArHUTHO-pEe30HAaHCHOW TOMOorpacdum cepaua C KOHTPaAaCTUPOBAHUEM

PekomMeHO0BaHO NpoBefeHne Ype3BEHO3HOW KaTeTepmlaumnm kamep cepaua y pebeHka c
rnogospeHneM Ha Hanmyme JII No gaHHbLIM NpegBapuTenbHoro obcnenoBaHmns (GusnkaabHoe
obcnepoBaHune, K, 9XOKT).

KnunHnyeckmne pekoMmeHgaumm MuHsgpasa Poccun. JlerovyHasa rmnepteH3nsa y geten, 2025 r.
(1)

PeHTreHorpacusa opraHos rpy,u,H0|7| KNEeTKN aBdeTCcda ogHNM U3 METOA0B ANAlrHOCTUKUN
DECTpI/IKTI/IBHOVI KapgunomMmmonaTtunn

Ha peHTreHorpamme pasmepbl cepLia HEMHOIo yBeJIn4eHbl NN He N3MeHeHbl, OTMeYaeTcs
yBennyeHune rlpep,cep,u,vllh 1 BEHO3HbIN 3aCTON B NIErKUX.

PekomeHpoBaHa NpuuesibHaa peHTreHorpaduna opraHoB rpyAHON KJeTKN OeTAM C NOoAO03pPEHNEM Ha
JII npu nepBn4HOM obcnenoBaHUN.

KnnHnyeckune pekoMmeHpaumm MmnHsgpasa Poccuu. JlerodyHasa runepTeHsnsa y geten, 2025 r.
(1)

DTOT MeTod UMeeT 3HayeHue ans audoepeHUnanbHON ANarHoCTUKN PeCTPUKTUBHOM
KapAMoMMONaTUN C KOHCTPUKTUBHBLIM MEPMKAPANTOM, MO3BOJISIET OLEHNTb COCTOSIHME JINCTKOB
nepukapaa u NCKJYMTb X KalbLMHO3.
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KnunHunyeckne pekomeHgaumm MuH3sgpasa Poccmn. MNeprnkapanTbl 1 3aboneBaHna nepukapaa y aeten,
2025.

(1)

2. AuwarHos

Bonpoc 2.

YuynTbiBas gaHHble aHaMHe3a, 06 bEKTUBHOIO OCMOTpa, MHCTPYMEHTAJIbHbIX METO40B obcnenoBaHus,
NnauneHTKe MOXXHO NoCTaBUTb ANArHO3

1. NaononaTtu4deckas fieroyHas runepTeHsns

PecTpnkTuBHas KapanommonaTtus

3. BpoXxgeHHas MuTpasibHas HeAOCTAaTO4YHOCTb

4. JunaTauuoHHasA KapauomumonaTus

MpaBunbHbIA OTBET:

2 - PecTpuKTMBHas KapavmoMmonaTus

PecTpukTnBHas kapamoMuonaTua - 3abonesaHne Mnokapaa, KOTopoe XxapakTepnsyeTcs HapyLUeHNeM
ANaCTONNYECKOM (DYHKLUNN 1 NOBbILLIEHNEM AaBIEHUS HAaNOJHEHNS XKeNyA04YKOB NPU HOPMasbHON NN
MaJIOU3MEHEHHOWN CUCTOJINYECKON PYHKUNM MMUOKapaa, OTCYTCTBUN €ro 3Ha4MMomn runepTpodum.
dBneHuns HenoCTaToO4YHOCTU KpOBoo6pau.|,eva Y TaKux 00J/1bHbIX HEe conpoBoOXOatkTCA yBeln4eHnem
obbema 1eBOro xenyno4ka.

®EOEPAJIbHBIE KIIMHNYECKWE PEKOMEHOALINW MO OKA3AHUIO MEOULIMHCKOW NOMOLLUM OETSM
C KAPONOMUONATUAMN, 2014 r.

(1)

KnnHuyeckne pekomeHaauum MuHsnpaea Poccun. MeprkapAnTbl U 3abosieBaHns neprukapaa y AeTen,
2025 .

(1)

Bonpoc 3.
MpUYnHOM akLeHTa 2 TOHA Haj NIero4YHON apTepmen y AaHHOW NauMeHTKN ABASETCA Hanm4une

JIero4YHom runepTeH3nmn

2. HegoCTaTO4YHOCTKU MNTPaJZIbHOIo KjarfnaHa
3. OTKpPbITOro 0BaJIbHOIro OKHa

4. HeJoCTaTOYHOCTWU TPUKYyCnnaanbHOro KsianaHa

MpaBunbHbIA OTBET:

1 - nero4Hom runepTeH3nm

AKuUeHT |l ToHa Haf Iero4YHOM apTepuren - NpU3HaK ero4YHon rmnepTeH3nn. BctpevaeTca npu cTeHo3e
MUTPasIbHOrO KjanaHa, HeJoCTaTOYHOCTU MUTPasibHOro knamnaHa, OAll, gedekTax MexxnpencepaHom
N MeX\>Kesy404KOBOWN neperopopok.

Kunbausposa, P. P. NponeneBTuka getckux 6onesHen : yyebHuk / nop pen. Kunbaunsposon P. P. ,
Makaposon B. N. - Mocksa : T'90TAP-Megua, 2022. - 520 c. - ISBN 978-5-9704-6612-4.

(1)
Bonpoc 4.

OndhdepeHumanbHy0 ANarHOCTUKY PeCTPUKTUBHON KapanomMumonaTumn B NepByio ovepelb cnenyeTt
NpPoOBOAUTL C
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1. XpOHMYECKUM MUOKapANTOM
2. apuUTMOreHHon KapavnoMuonaTunen

KOHCTPUKTUBHBLIM NepnKapamnTom

4. HeKOMMaKTHbIM MNOKAaPLOM JIEBOI0 Xelyho4ka

MpaBunbHbLIA OTBET:
3 - KOHCTPUKTUBHbLIM NEPUKAPAUTOM

PecTpUKTUBHYIO KapanoMmonaTuto aAnddepeHuUnpyoT B NepBYI0 o4yepeab C KOHCTPUKTUBHBIM
nepuKkapauToMm.

®ELEPAJIbHBIE KJIMHNYECKNE PEKOMEHOALNY MO OKA3AHMIO MEOULMHCKON NOMOLLN OETAM
C KAPONOMUONATUAMN, 2014 r.

(1)

PKMI gnddepeHUnpyoT B NepBYyIo o4epeib C KOHCTPUKTUBHbLIM rnepukapantom. [nsa atoro
OLEHMBAIOT COCTOAHME JIMCTKOB NepmnKapaa, NCKAYalT NX KalbLnHO3 ¢ noMolbio KT. MNMposoaaTt
TaKkxe guddepeHumanbHyo AnarHocTuky mexxay PKMI, BbiI3BaHHbIMUW pa3HbIMU NpUYnHamu (Npum
H60s1e3HAX HAKOMJIeHNSs - FeMOXpoMaTo3e, amuiongose, capkonnose, ramkoreHosax, aMnuaosax).

MeonaTtpua / nod pea. A. A. bapaHoBa - MockBa : T'90TAP-Meaua, 2014. - 768 c. - ISBN
978-5-9704-2787-3

(1)

KnunHuyeckne pekomeHaauum MuHsnpaea Poccun. MeprkapanTbl 1 3abosieBaHns neprukapaa y AeTen,
2025 .

(1)

3. JleueHue

Bonpoc 5.
OCNno>XHeHMeM OCHOBHOro 3abosieBaHuA Y OaHHOIo nauneHTa ABaaeTCcd XpoHNn4eCKaa cepaeydyHasn
HefoCTAaTOYHOCTb C (hpakumnen BbIBpoCca IeBOro Xenynoyka

1. yMepeHHO HU3KoW

COXpaHHOM

3. KPUTUYECKUN HN3KOWN

4. HUN3KON

MpaBunbHbIK OTBET:
2 - COXpaHHOM

K 0CHOBHbIM npu4nHaMm XCHC®B y peTein 0OTHOCATCA runepTpoduyeckas n pecTpukTnsHas
KapANOMMOMaTNN, KOHCTPUKTUBHBIN NEPUKAPAUT, rugponepukapm, TUPeoTOKCUKO3,
MHpUNbTPaTMBHLIE 3ab0N1eBaHMA, MeTaCTaTUYECKME MOPaAXKEHNA MUOKapda u gpyrue.

KnunHu4deckne pekomeHgauunm MuHsgpasa Poccmun. XpoHudeckas cepaevyHas HegOCTaTOYHOCTb Y
neten, 2025 r.

(1)
Y naHHoro pebeHka ®B neBoro xenygo4vka 68%.

XCH ¢ Hu3kon cdpakumnen Boibpoca neBoro xenypovka(XCHH®B)- CH ¢ Bbipa>X€HHO CHUXXEHHOMN
COKpPaTUTENIbHON CrOCOBHOCTbIO NIeBOro »enyaoudka (OB JIK < 40%).

XCH ¢ ymMepeHHO HU3KoW chpakumen Boibpoca nesoro xenyaodka (XCHyH®B) - CH c ymMepeHHO
CHV>KEHHOW COKpaTUTEsIbHOM CNOCOBHOCTLIO NeBOrro xenyaodka (®B JIXK 41-49%).
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XCH ¢ coxpaHeHHON hpakumen Bbibpoca nesoro xenygoyka (XCHc®B) - CH ¢ coxpaH&HHOMN
COKpPaTUTENIbHOM CMOCOBHOCTBIO NeBOro »enyaodka (OB JIK = 50%).

(2)

4. InarHos

Bonpoc 6.

Mo pe3ynbTaTaM TecTa C 6-MUHYTHON XxoAbbon NponaeHHas AMCTaHLUWS cocTaBuia 258 M, 4To
COOTBETCTBYeT dyHKUMOHaNbHOMY knaccy XCH

3. IV

MpaBunbHbIA OTBET:

1-101
WHTEPMPETALWNSA pe3ynbTaTtoB 6-MX

Ha ocHoBaHWUN NPONAEHHON AUCTAHLUUW MaUNEHTY CTaBUTCA PYHKLUMOHaNbHbLIA Kacc (PK). JlaHHas
cucTeMa MMeeT rpagaumnio:

0 ©K - 6onee 550 m;
1 ®K - 550 - 426 m;
2 ®K-425m-301 m;
3 ®K - 300 - 151 m;
4 ®K - 150 M 1 meHee,

KnuHuyeckne pekomeHgauun MuHsnpasa Poccmn. BpoxxaeHHas MUTpasibHasa HeAO0CTaTOYHOCTb
(BMH), 2025 .

(1)

5. JleueHue

Bonpoc 7.

HaHHOMY NauMeHTy PeKOMeHAOBaHO Ha3Ha4YyeHne npenapaTos U3 rpynnbl
1. ceppeyHbIX MMKO31O0B

2. TJIIOKOKOPTUKOCTEPOUAOB

3. nHrMbuTopoB NHTEpPsIENKNHa-1

ANYpPETUKOB

MpaBunbHbIA OTBET:

4 - pMypeTUKoB

PekoMeHayeTCa Ha3HavyeHne anypeTukos naymeHTam ¢ XCHc®B 1 3aCTONHbIMU ABAEHUAMWU AN
YMEHbLUEHNS BbIPAaXXEHHOCTWN 3aCTOMHbIX ABJIEHNA N YAYYLWIEHUSA KIIMHNYECKOW CMMNTOMATUKN.

KnnHn4yeckne pekoMmeHgaunm MuH3sapasa Poccuun. XpoHu4eckasa cepeyHasd HegoCTaTO4YHOCTb Y
nerten, 2025 r.

(1)

MaymeHTaM C 3aCTONHBLIMN SABNIEHUSIMU peKomMeHA0BaHO Ha3Ha4YeHne MO4YeroHHbIX npenapaTtoB A4
YAYYLWEHNSA KIMHNYECKOr0 COCTOAHUSA, OAHAKO UX BAUSIHWE Ha NMPOrHo3 nauneHToB ¢ XCH He n3ay4eHo.
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PekomeHayeTcs HasHavYeHne oNuypeTnkos nauymeHTam ¢ XCH ¢ cmMnToOMaMu 3aepXXKU XUOKOCTU A5
ynydweHusa cumntomoB XCH.

ONypeTnKn He OTHOCATCA K OCHOBHbLIM Fpyrnnam npenapaToB, MCNOb3YIOWNXCa ONs
natoreHeTn4yeckoro nevyeHns XCH, ogHakKo Ux npMMeHeHue Hapsaay CO CHUXXeHMEM npea- n
MOCTHArpy3ku, NPMBOAUT K YJyYLUEeHUIO (PYHKLNOHAIbHOM0 COCTOAHUA BHYTPEHHUX OpPraHos. Y
naymeHToB ¢ XCH oanypeTukn 0oKHbl MPUMeEHATbCA B KoMbuHauunm ¢ BAB, nAMN®/APA, AMKP. o3bl
ONYPEeTUKOB oNpeaensaTcs MHAWBUAYaNIbHO C y4eTOM Bo3pacTa pebeHka, ctaaum XCH,
BblPa>XE€HHOCTN OTEeYHOro CMHAPOMaA, 3pheKTa OT paHee NPUMEHABLLUNXCS 403 U A4p.

(2)
(3)

6. BapuaTus

Bonpoc 8.

Y MauneHToB C PECTPUKTMBHON KapAnomMmonaTnen npenapatomM Bbibopa ans cTapTa AMypeTn4ecKon
Tepanuu cpean MOYEroHHbIX CPEACTB NPY Bblpa)KeHHOM OTEYHOM CMHAPOME SABNSETCS

1. cnnpoHONaKTOH
2. aueTasoslamump
dypocemunp

4. rMapoxaopoTrasng

MpaBunbHbLIA OTBET:

3 - dbypocemup,

MNpenapaTamu nepBon nMHUKU Tepanun CH sBAsloTCA neTneBble MMH60 TUa3nMOHbIe ONYPETUKMN.

KnnHnyeckne pekoMmeHpaumm MmnHsapaBa Poccuun. XpoHunyeckas cepaeyHas He4oCTaTOYHOCTb Y
neten, 2025 r.

(1)

PekoMmeHayeTCs Ha3HavYeHme «neTnesBbix» anypeTnkos (Kkog ATX CO3C) npy KOMMIEKCHOM JledeHus
naumeHTos ¢ XCH IIb w Il cTagnnm npu cuMnToMax 3afep>XKN XUAKOCTU ANS yayylleHnsa CMMNTOMOB
XCH.

dypoceMup Bbi3blBaeT ObICTPbIA MOLLHbLIN, HO HENPOAOJIKUTESIbHBIN ANypeTnYecKknin sdexT,
OencTBme npenapaTta Ha4YMHaeTCs Yepes Yac u npofoskaeTcs 4-6 4acos, NPV BHYTPUBEHHOM
BBefeHUn rnpenapaTa 3deKT HacTynaeT 4yepes 10-15 MMHYT 1 NpoaosKaeTca OT ABYX A0 Tpex
4Yacos.

(2)

Y neten no 18 net ncnonb3oBaHme Tuasngos off label. Kpome Toro, nauneHTam ¢ HU3KUM
apTepuasibHbIM OABJIEHVUEM U CKJIOHHOCTBIO K KOJI1anTOMAHbLIM peakumsam Tuasnabl Ha3HavyaTb He
PEKOMEH0BAHO, MOCKOJIbKY OHM Aal0T Hanbosiee BbipaXKeHHbIN MMMNOTEH3UBHbLIN 3P(EKT -4
naumneHToB C pecTpuKTuUBHOM KMl xapakTepHa CUCToMYecKas rmnoTeH3uns.

(3)

7. JleueHue

Bonpoc 9.

PagovkanbHbIM METOOOM JIEHEHUSA FTEHETUYECKN AeTEPMUHUPOBAHHOM PECTPUKTUBHOM
KapaAMoMuonaTum ABNsSeTCA

1. cenTanbHasg MnoakToMmsa no Moppoy

2. pecuMHXpOoHM3NpYloLan Tepanus
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TpaHCcMaHTaums cepaua

4. viMmnnaHTauus kapaunosepTepa-gedubpunnatopa

MpaBunbHbIA OTBET:

3 - TpaHCNJIAHTaUMA cepaua

EOMHCTBEHHbIM pagnkajibHbiIM METOAO0M JieYeHUs NANONaTUYECKON PECTPUKTUBHOMK KapanoMmmonaTum
ABNAETCA TpaHCNIaHTaumsa cepaua.

®EOEPAJIbHBIE KIIMHNYECKWE PEKOMEHOALINM NO OKA3AHUIO MEOULIMHCKOW NOMOLLM OETSM
C KAPOANOMUONATUAMN, 2014 r.

(1)

Kapavomuonatum n mnokapaunTel / nop pea. I'. K. Kuakbaesa, C. B. Monceesa, . A. AHOpeeBa. - 2-e
n3a., nepepab. n pon. - Mockea : F'0TAP-Megna, 2024 r.

(1)

8. BapumaTtus

Bonpoc 10.

Mpn cTabnNbHOM KIIMHNYECKON KapTUHE NMauMeHTaM C XPOHUYECKOW NoYeYHOoN cepaeyHomn
HepocTaTo4vHOCTbIo OK II-lIll Npy pecTpnKTUBHOM KapgmnommonaTum HeobxogMmMo NsaHoOBOEe
CTaumoHapHoe obcnenoBaHne Kaxkable

3-6 mecsueB

2. 2-3roga
3. 6-12 mecsueB
4. 2-4 Hepenu

MpaBunbHbIA OTBET:

1 - 3-6 mecsauesB

PekomeHpyeTcs nnaHoBoe obcnepoBaHue nauneHToB ¢ DK II-1Il XCH npu cTtabruabHOM COCTOSHUN
Kaxkable 3-6 Mecsaues, BktoYawLwee B cebsa oueHkKy cumntomoB 1 @K XCH, 3KT, 3xoKT,
nccnenoBaHue ypoBHa N-TepMUHanbHOro pparMeHTa HaTpUnypeTn4ecKoro nponenTmnaa Mo3roBoro
(NT-proBNP) B KpoBU, OLEHKY (DYHKLMN MEeYEeHN 1 NoYeK NP Ka>kaoM BU3MTe, NpoBefeHne
Harpy3o4HOro TeCTUPOBaHMS, XOJNTEPOBCKOrO MOHUTOPNPOBAHNA CEPLAEYHOro puTMa,
MarHMUTHO-pPe30HaHCHOW ToMorpadun ceppla ¢ KOHTpacTMpoBaHNEM, KOMMbIOTEPHOW TOMorpadun
cepAua C KOHTpPacTUpoOBaHNEM, YeP3BEHO3HOM KaTeTepusaLunmy NoJsiIocTen cepaua rnpu Hanm4mu
KJIMHUYECKUX NOKa3aHWM, ON18 KOHTPOAA U KOPPEKLMN Tepanuu.

KnnHnyeckne pekoMmeHgaumm MmnHsapaBsa Poccuun. XpoHunyeckas cepaeyHas He4OoCTaTOYHOCTb Y
neten, 2025 r.

(1)

Bonpoc 11.

Mpn pecTPUKTUBHON KapANOMMONATUN FTNCTOJIOrnYeckoe nccnenoBaHne 6MoNTaToB MUOKapaa MOXXeT
BbISABUTb

1. runepTpoduio N fesopraHn3aunio KapanoMmoLnNToB
2. XXUVPOBYIO MH(PUNBbTPALNIO MUOKapAa
3. UMHTepcTUUMabHble MHDUIBTPATbI N3 MOHOHYKJ1eapoB

andy3HbI hnbpo3s Mrmokapaa
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MpaBunbHbLIA OTBET:
4 - nucdcy3HbIN HPMOPO3 MMOKapaa
DHOOMMOKapamnaibHas bnoncus No3BoasieT BbIBUTb hrnbpo3 MrMoKapha npyv nanonaTuyeckom

MUoKapAamnasbHOM urbpose.

®ELEPAJIbHBIE KJIMHNYECKNE PEKOMEHOALNW MO OKA3AHUIO MEOULMHCKON MOMOLLN OETAM
C KAPOANOMUONATUAMN, 2014 r.

(1)

KapavomuonaTtum n MmnokapgunTel / nog pea. I'. K. Kuskbaesa, C. B. Monceesa, [. A. AHLpeeBa. - 2-€
n3a., nepepab. n pon. - Mockea : NI0TAP-Megua, 2024 r.

(1)

Bonpoc 12.

OCNOXKHEHNEM PECTPUKTUBHOW KapamnoMmonaTmm MoxeT ObiTb
1. apTepuanbHaa runepTeH3ns

2. remonepukapng

3. CTeHO03 MUTpPaJIbHOro KjanaHa

@ TpoMbB03MBONUSA KPYMHbIX apTepuii

MpaBunbHbLIA OTBET:
4 - TP oM605M00IMA KPYNHbIX apTepui

BosnbHble yMMpaloT oT pedpakTepHoi XCH, TpoMb603MBONUIA 1 APYTUX OCIOXKHEHW.

®ELOEPAJIbHBIE KJIMHNYECKNE PEKOMEHOALNY MO OKA3AHUIO MEOULIMHCKON MOMOLLWN OETAM
C KAPONOMUONATUAMN, 2014 r.

(1)
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