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Copep>xaHue

HaxxmMuTe Ha 3ada4y, 4Tobbl NnepenTn K Hel. CnpaBa yKa3aHa CTpaHuLa.

0001 [eBo4Kka 6 neT rocnnTaan3vpoBaHa rMno CKOPOW MOMOLLM B CBA3U CUHKOMAsIbHbIM 3
COCTOSHMUEM BO BPeMS aKTUBHbIX UTP B...

0002 MauveHTKa 13 neT 3KCTPEHHO rocnUTasn3npoBaHa B oTAeNIeHe Kapanosorum rno 14
HanpaBJIeHNIO KapAnoaora NoJNKANHN. ..
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CutyauuoHHas 3apada 0001 LeTckasa kapanonorus

CutyauumoHHas 3apa4a 0001

12 BomnpocoB - [leTckasa kapamonorus - Beiclwee obpasoBaHne

1. YCJIOBUE CUTYALMUOHHOU 3A0A4YN
1.1. Cutyauus

[eBoyka 6 neT rocnnTannsnpoBaHa no CKOpOVI rnomMmoLwun B CBA3N CUHKOMaJIbHbIM COCTOAHNEM
BO BpEMA aKTUBHbLIX NP B OETCKOM Caay.

1.2. XKanoObl

Ha peungmnsumpyrowme CMHKOMas bHblE COCTOAHMSA, BO3HUKalOWMe Ha hoHe Pn3NYeCcKoro niaun
3MOUMOHaNbHOro Bo3by>xaeHuns. Bpemsa yTpaTbl CO3HAHWUA OKONO 1 MUHYTbI, B MOMEHT
yTpaTbl CO3HaHMA pebeHoK 6eaHbIn, 0OTMeYaloTCa XpUnsawiee gbixaHne, TOHNYeckoe
COKpalleHne ancTasibHbIX OTAEI0B KOHEYHOCTEN. B moCTCMHKOManbLHOM nepuone BsJbIN,
6nenHbI COHNUBBIN.

1.3. AHaMHe3 3aboneBaHus

BbilweonuncaHHble XXanobbl NOABUANCL 6 MecsaLeB Ha3af. Bcero 66110 3 CMHKOMNANbHbIX
anun3ona. K MomeHTy npuesna 6puragbl CKOPONn MeAULMHCKON NoMoLLm pebeHoK B
CO3HaHWK, 0QHAKO, BAJIbIN, COHNIUBbLIA. DNeKTpoKapanorpamMmma He BbinoaHsAnacb. YCC 92 B
MUH. Al 90/60 MM pT. CT. YpoBeHb rtoKo3bl 4,8 MMOJb/N. SpO2 98-99%.

MauneHTKe 6bin BbIMOJIHEH JTABOPATOPHbLI MOHUTOPWHI, BKJIOYAOLWMIA KINHUYECKWIA 1
BMOXNMUNYECKNIA aHANN3 KPOBU C OLIEHKOW 3N1EKTPOSIMTHONO COCTaBa, akTMBHOCTHU
Kapanocneundnieckux gepmMeHToB, TUPEOUIHOro cTaTyca, No pesysibTaTaM KOTOPOro
NaToNOrNYECKUX OTKJIOHEHWNIA BbISIBJIEHO He ObIOo.

O6cnenoBaHa y HeBpoJlora: pesysibTaTbl 31eKTpo3HUedanorpapmu,
BMAEe0-23-MOHUTOPUHIa, MarHNTHO-PEe30HaHCHOW ToMorpadgun rosioBHOro Mmosra 6es
rnatoJsioruu

ObcnepoBaHa y 3HOOKPUHOJIOra: NaTO/IOrNM He BbISIBJIEHO.
1.4. AHaMHe3 XXU3HM
* PebeHok oT 1 6epeMeHHOCTHN, NpoTeKaBLLen 6e3 ocobeHHOCTEN.
e Popnbl B CpoOK.
* Mpun poxxgeHun Mmacca Tena 3200 r, gnvHa Tena 50 cm.
* Mepuop HoBopoXaeHHoCTN 6e3 ocobeHHOCTENR.

e lMpodpunnakTnyeckme NPUBUBKN BbINOJIHEHbLI COrlacHO HaLoHaNnbHOMY KasieHOapto
NPOMPNNAKTNYECKNX NMPUBUBOK.

* ANnNeprosiornvyecknin aHaMHes He OTATOLLEH.
* TpaBMbI, onepaunn oTpuuaeT.

* [lepeHeceHHble cocToaHMA: OPBU 3-4 pa3a B roa. B 1 roa 8 mecsues ocTphbin
racTposHTEPUT (NevyeHne ambynaTopHoe).

¢ HacnencTBeHHOCTb: ABOOPOAHAN CecTpa Mo IMHUN MaTepu BHE3arnHo yMmepJsia B
BO3pacTe 13 fieT, NaTo/N0roaHaTOMUYECKUIA ANArHO3: oCcTpas cepaevyHo-cocyancTas
HeAQoCTaTOYHOCTb, OJIHAKO, MNPV NPOBEAEeHMUM ayTOMNCUN NAaTONOMMN CO CTOPOHbI
cepneyvyHo-CoCyAUCTON CUCTEMbI U NNErKUX HEe BbIABNIEHO, Y TETU MO JINHUKN MaTepun -
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CUMHKOMaibHble COCTOAHUSA, NonyvyaeT beTa-610KaTopbI.

1.5. O6beKTUBHbIA CTaTyC

CocTosHune ygosneTsopuTesnbHoe. PocT 120 cM. Bec 18 Kr. KoXXHble NMOKPOBbI
6nepnHo-po30BbIe, YNCTble. HeBHbIE AY>KKN HE r’MNEPEMUPOBaHbLI, HEOHble MUHOANVNHbI He
yBenunyeHsol. MNepudepnyecknx oTekoB HeT. B nerkux gbixaHue Be3nKyJiIspHOe, MpoBOANTCA
paBHOMEpPHO BO BCe OTAesbl, XpUnoB HeT. Y[l 22 B MUH. TOHbI cepaua 3BY4YHble, pPUTMUYHbIE.
H4CC 92 ya/muH., ALl 95/60 MM pT. cT. SPO, 99%. Mynbcauns Ha BenpeHHbIX apTepuax
yhoBneTBopuTesibHada. XMBOT MArKNin, Npm nanbnaunm 6e36onesHeHHbIn BO BCEX OTAeNax.
Me4vyeHb 1 ceneseHKa He yBesanyeHbl. CUMNTOM MNOKOJIa4MBaHUSA MO MOACHNYHOW obnacTu
oTpuuaTesbHbIN.

1. NnaH obcnepoBaHusA

Bonpoc 1

Mpwn nepBn4yHOM 0b6CnefoBaHUN AAHHON NaUNEHTKN HEOBX0OMMO BbINOJIHEHNE
1 peHTreHorpadunm WenHoro otaesa NO3BOHOYHUKA
2 peHTreHorpadgun opraHoB rpyoHON KNEeTKN
6 aneKTpoKapauorpacdum B 12 otBegeHuax

4 cnuporpaguun

MpaBuNbHLIA OTBET:

3 - aneKTpoKapauorpacdpum B 12 oTtBegeHunax

OBOCHOBAHME

C uesiblo BbISABIEHUS XU3HEYIPOXKAKOLLNX COCTOSHWIA NpX OMpoCe nauneHTa
pekomMeHayeTca paccmaTpuBaTb CYUQT n KIMXKT B KayecTBe BO3MOXHbIX MPUYnH
KapOMOreHHbIX CUMHKOMa/lbHbIX COCTOSHWIA, BO3HNKAIOLLMX Ha BbICOTE (hn3nN4Yeckom nim
3MOLIMOHaNbHOW Harpy3kum, ocobeHHo y Mmonoabix naymeHTosB 6e3 CINC. Kpome Toro,
cnenyeT yuuThbiBaTb Takue cneundguyeckme ansa CYUQT Tpurrepbl CUHKOMNE Kak pe3kum
3BYK, NaBaHue, NnpobyxneHue.

KnnHnyeckne pekoMmeHgaumm MuHigpasa Poccun. XKenyno4KoBble HapyLleHna putMa cepaLa.
BHe3anHaga cepae4vHasa cmepTb, 2025 r. (1)

CtanpapTHasa 9Kl B 12-TK oTBEAEHUAX MOXKET CrnocobCcTBOBaTb BbISIBJIEHNIO MPU3HAKOB
Hac/enCTBeHHbIX 3aboneBaHuin, cBA3aHHbIX C KA n BCC, Takmnx Kak KaHasonaTum
(CYNQT n CKNQT, cuHapom bpyraga, KIMXKT) n kapanomuonatum (AKIMXK n FTKMM). Ha
CINC yka3biBatoT Takune IKI-nprsHakm, Kak 6okaga nyydka Mmca, AB 61okaga,
runepTpodus xenyaodka u 3ybeu Q, xapaktepHbin ona MBC nnm nHGUAbTPaTUBHOWN
KapAuoOMMoNaTUKU. DNIEKTPOJSINTHbIE HapyLeHUsA U 3PdEKTbl Pa3INYHbIX JIEKAPCTBEHHbIX
rnpenapaTtoB MOryT MPUBECTU K HapyLLUEHNIO pernonapmusaumum n/unm yoimHeHuto
komnnekca QRS. (2)

Pernctpauusa 3Kl B 12 oTBeAeHMAX peKOMeH40BaHa BCEM MaUMeHTaM C
cepaeyHo-cocyancTbiMun 3aboneBaHMAMM NMpU NPoXoXXaeHUn obcnenoBaHns ans
BbiBeHUs KA. (3)
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3. Pe3synbTaTtbl 006CnepoBaHuna

3.1. dnekTpoKapauorpacgpusa B 12 otBeaeHUAX
RR 650 Mcek, P 60 mcek, PQ 140 mcek, QRS 60 mcek, QT 520 mcek, QTc 595 Mcek

PuTM cnHycosbin ¢ HCC 92 B MUH. MNMonoxeHne 20C HopmabHoe.

Bonpoc 2
B xone panbHenwero o6cnenoBaHns aHHON NaLMEHTKE MOKa3aHo BbIMOJIHEHME
@ npobei c husuyeckoi Harpyskoim
2 3J1ieKTpo3Huedanorpapumu
€) cyTO4YHOro MOHMTOpPMPOBaHMUA 3JIeKTPOKapauorpamMmel (IKr)
4 ynbTpPa3BYKOBOro nccraenoBaHus (Y3U) WNTOBNAHON xenesbl
5 CTpecc-axoKkapaunorpagum (ctpecc-3X0-KrI)

(@ >xokapauorpacum

MpaBunbHbIE OTBETHI:
1 - npo6bI ¢ huanueckom HarpysKom

3 - CyTO4YHOro MOHUTOPUPOBaHUA dNeKTpoKapauorpammsl (IKI)
6 - axokapauorpacdpum

OBOCHOBAHME

dneKkTpokapavorpadus ¢ Gpunyeckom Harpy3kom pekoMeHaoBaHa naymeHTam, ecam
M3BECTHO UK NpegnonaraeTcs, 4To XA NpoBOLNPYIOTCA (PU3NYECKON Harpy3Kon, ans
YCTaHOBKW AMArHo3a, onpeneneHns nporHo3a, OLeHKN pe3ybTaToB MeAUKaMeHTO3HOoM
Tepanuu nnu abnauunn.

KnnHnyeckne pekoMmeHgaumm MuHigpasa Poccun. XKenyno4kKoBble HapyLleHna putMa cepaLa.
BHe3anHaa cepaeyvHasa cmepThb, 2025 r. (1)

Mpoba ¢ Ao03npoBaHHOM PU3NYECKOWN HArPy3KOM Ha BENO3proMeTpe uim Tpegmune.
Hanbonee nHhopmaTuUBHa OLLEHKa ANTENLHOCTU UHTepBania QT B mepuog
BOCCTaHOBJIeHNA. OueHNBaeTCa ANHaMMKa NoKa3aTensa KOpPUrmMpoBaHHOro MHTepBaia
QT B MCX0f4e, Ha MUKEe Harpysku n 4-m MUHYTEe BOCCTAaHOBUTEJILHOINO Nepmnoaa. BeanymHa
nHTepBana QTc =480 MC Ha 4- MMHYTe BOCCTAaHOBNIEHMS NOCAe CTpecc-TecTa
CYNTAETCH OLHUM N3 KPUTEPUEB JMNArHOCTUKK BpoxkaeHHoro CYUQT (kputepun, no
3HA4YMMOCTW CONOCTAaBMMbIA C HAaIMYMEM anbTepHauum 3ybua T). (2)

TecT C hM3NYeCKOW Harpy3Kom nNpoBoANTCSA BCEM BOJIbHBIM C Lebio ANAarHOCTUKN
CYWNQT, a TakxXe gnsa onpeneneHns spHeKTUBHOCTU aHTUAPUTMUNYECKON Tepanun. TecT
C hU3nNYECKON Harpy3Kom nrpaeT BaXkKHYyo poJib B guddepeHumnanbHOn oUarHoCTuKe
nepBUYHbIX N BTOPUYHbIX popM CYUQT, a TakKe BbISBNEHNN HEMbIX (HOPM

Pernctpauvsa 3Kl B 12 oTBefeHMNAX 1 MOHUTOPUPOBaHME 3JIEKTPOKapAnorpadpuieckmnx
JaHHbIX peKOMeH0BaHbl BCEM NaLMeHTaM rnpu nofo3peHnn Ha Haamdme XA ons nx
NnoaTBEPXAEHUNS UIN NCKITIOYEHWS.

KnunHun4yeckue pekomeHaaumm MuH3gpaBa Poccun. XKenyLo4KoBble HapyLeHWsa puTMa cepaLa.
BHe3anHasa cepaeyHasa cmepTb, 2025 1. (1)

IXOKI onsa oueHkn yHKUnm JIK n MX n BoissneHns CrNC pekomeHLoBaHa BCEM
rnauneHTaMm C NpeanosiaraemMbiMy UK A0Ka3aHHbIMU XKTA Uav MMELWNM BbICOKUIA PUCK
pa3suTnsa Taxenoix XA nan BCC.

MedikCase - medikcase.ru cTp. 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

CutyauuoHHas 3apada 0001 LeTckasa kapanonorus

KnunHun4veckue pekomeHgaumm MuH3apaBa Poccun. XKesyLo4KoBble HapyLleHUs puTMa cepaLa.
BHe3anHaa cepaeyHasa cmepTb, 2025 r. (1)

5. Pe3ynbTaTbl 00CcnepoBaHusa

5.1. Oxokapauorpacus

Kamepbl cepaua He paclimpeHbl. Mnokapa He yTonuweH. KnanaHHbIM annapaT HE U3MEHEH.
CokpaTuTtenbHasa cnocobHOCTb MMOKapda He HapylweHa. PacyeTHoe pasneHue B JIA He
rnosblilleHo. lNepukapd He N3MEHEH.

5.2. CyToyHOE€ MOHUTOpPUpPOBaHUE dNIeKTpokKapauorpammsbl (IKI)

HYCC pHem 102-84-174 B MUH. YCC HO4bIO 86-62-98 B MUH. PUTM CUHYCOBBIN.
3aperucTpnupoBaHo 6 OONHOYHbLIX XXENYA04YKOBbIX SKCTPACUCTON. WeMnyeckux naMeHeHnn
HeT. PQ 130-126-164 mcek. YonuHeHue nHtepsania QTc 6onee 450 mcek 100% BpeMeHM
(MMHMManbHOe 3Ha4YeHne 495 Mcek, MakCMMasibHoe 3Ha4vYeHne 586 Mcek). dNmn3oabl
anbTepHauuum 3ybua T.

5.3. NMpob6a c pusnyeckon HarpysKomu

Mpn4ynHa NpekpalleHns Npobbl: ycTanocThb.

OocturHytasa YCC 170 B MuH.

TonepaHTHOCTb K hM3M4eCcKon Harpyske cpenHasa (7,7 MET).
HapyweHna putMa n NpoBOANMOCTUN HE 3aperncTpupoBaHbl.
Ha Bcex cTyneHsx Harpy3ku 3HavyeHnsa QTc 6onee 500 mcek.
Ha 4 MnHyTe BOoCCTaHoBUTEesIbHOro nepunona QTc 546 mcek.

5.5. YnbTpassykoBoe uccneposavuve (Y31) WLMTOBUAHON Xenesbl

KOHTYpbI XKene3bl YeTKne. Pa3Mepbl COOTBETCTBYIOT BO3pacTHOW HopMe. CoCyanCThIN
PUCYHOK >Kene3 He N3MeHeH. PervoHasibHble MMdaTUYecKne y3Jbl HE yBEINYEHbI.

3ak/lo4YeHne: IXOMNPU3HAKOB CTPYKTYPHOI NaTONOr MM Ha MOMEHT OCMOTPA HE BbISIBJIEHO.

2. OuarHos

Bonpoc 3

Hawnbonee BeposiTHbIM AMarHO30M rocsjie nepBrUYHOro ob6cnenoBaHnsa y AeBOYKN SBNSEeTCA
1 ApuUTMOreHHas KapanommonaTms
2 PeumamsBupytoLime CMHKOMasibHble COCTOSAHUSA Ba3oBarasbHOro reHesa
e CMHAOpPOM yAJIMHEHHOro uHrepsana QT

4 KaTexonamuHepruyeckas noanMmMopHas »eayLo4KoBas Taxnkapans

MpaBunbHbLIA OTBET:

3 - CuHAPOM YANIMHEHHOro uHTepsana QT
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OBOCHOBAHME

B wkKane npeacrtasneHbl 4 rpynnbl KpUTEpPMEB OJ18 yCTaHOBAeHUA anarHosa CYNQT,
Bk/tovasa DK, KNIMHMYECKME AaHHblE, CEMENHbIN aHaMHE3 1 pe3yJ/ibTaTbl FEHETUYECKNX
nccnenoBaHnin, Ka)kiomy 13 KpUTepreB COOTBETCTBYET ONpeaesieHHOE KOJINYeCTBO
6ann0B, KoTopble cymmupytotcs. MNpm cymme 6annos 6bonee 3 anarHos CYNQT
MpPaBOMOYEH.

KnnHnyeckne pekoMeHgaumm MuHigpasa Poccun. XKenyno4koBble HapyLleHna putMa cepaLa.
BHe3anHasa cepaeyHasa cmepTb, 2025 r. (1)

7. OnarHos

7.1. CuHppOM yANMHEHHOro uHTepBana QT

Bonpoc 4

[OaHHaa Ho30/10rn4eckas opMa OTHOCUTCA K 3aboneBaHUAM 13 rpynmbl
1 KapguommonaTumn
2 npuobpeTeHHbIX MOPOKOB cepaLa
€) nepBuYHLIX dNneKTpUYecknx 3abonesanui cepaua (KaHanonaTui)

4 BPOXXAEHHbIX MOPOKOB cepaLa

MpaBunbHbLIN OTBET:

3 - NnepBUYHbIX 3JIeKTPUYeCcKux 3aboneBaHuu cepaua (KaHanonaTumn)

OBOCHOBAHMUE

CnHapoM yanumHeHHoro nHtepsania QT (CYNQT) - camMbil YaCTbIA HAaCNeACTBEHHbIN
CUHAOPOM U3 rpynnbl KaHanonaTun (4actota 1:3000 - 1:2500 HaceneHus),
XapaKTepusyLWmMnca yanmHeHnem nHtepsana QT 1 XXU3HEYrpoXKatoLwmnmm
XKeNyao4KoBbIMU apUTMUAMUN, B OCHOBHOM MPOBOLIMPYEMBLIMU apeHepPrn4eckomn
aKTMBaLMen.

KnnHnyeckne pekoMmeHgaumm MuHsgpasa Poccun. XKenyno4KoBble HapyLleHna putMa cepaLa.
BHe3anHasa cepaeyHasa cmepTb, 2025 r. (1)

CUHOPOM yANIMHEHHOro nHTepBasia QT obycsioB/eH MyTaUMsIMU B FeHaX, KOOUPYOLLNX
anba- n 6eTa-cybbeAnHNLbI MOHHbIX KaHaJIoB MeMOpaHbl KAPANOMUOLINTOB, @ TaKXe
cneuungunyeckmne 6enkun, OCyLLECTBIAIOWME BHYTPUKIETOUYHYIO PErynsiLmio NMOHHbIX
TOKOB
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Bonpoc 5

OnarHoctuka cMHOpoMa yaJIMHEeHHOro uHtepsasia QT ocHOBaHa Ha KpuTepusx
1 [bloKa
© Wsapua
3 Lake Louise

4 Tllapym

MpaBuabHbIA OTBET:

2 - lLiBapua

OBOCHOBAHME

pynna akcnepToB EOK, pa3pabaTbiBatoLlas KIMHNYECKNE PEKOMEHOALNN MO JIEHEHUIO
KA 2022r., nogTBepansia NnpuMmeHeHue wkansl LWBapua ana ycraHoBAeHUS
KJIMHNnYeckoro guarHosa CYUQT. Ona anarHoCTUKK BpoxxageHHoro CYUQT
MCnonb3yloTcs kpuTepun LBapua, pa3paboTaHHbie B 1985 r., nameHeHHble B 1993 1. u
obHoBseHHble B 2006 1 2011 rr.

KnunHuyeckne pekomeHpauunu MuHsgpasa Poccuun. XKenyoo4koBble HapyLLUeHUs pUTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 r. (1)

Bonpoc 6

XapakKTepHbIM A1 CAHAPOMa YAJIMHEHHOro nHTepsaJsia QT anekTpokapamorpadpu4ecknm
(heHOMEHOM, OTparKatoLW MM BblpaXKeHHYI0 3/IEKTPUYECKYI0 HeCTabunbHOCTb MMOKapaa,
ABNAeTCA

1 YKOpo4yeHue nHTepsana PQ
2 pacwumpeHne komnnekca QRS
€ anbTepHaums 3ybua T

4 Haan4dme «gesibTa»-BOJIHbI

MpaBunbHbLIN OTBET:

3 - anbTepHauusa 3yobua T

OBOCHOBAHMUE

OueHuTb puck passntmsa BCC B KaXxgoM KOHKPETHOM CJly4ae NomMoratoT He3aBUCUMbIe
HebnaronpusATHbIe heHOTUNNYECKe NpeankTopsbl. MNepBble NpeanKTopb! Bblan
BblAesieHbl B 1993 r. OCHOBOMOJIOXXHWKOM U3YyYeHUSA CUHOPOMA UTasIbAHCKUM
dum3monorom MeTtepom LLBapuem (P. Schwartz) n Bknioydanm B ceba cMHKomne B aHamMmHese,
YKEHCKUM Mo U [OKYMEeHTUPOBaHHbIe 3nn3oabl XK/ KT.

B nanbHenweMm 6binun BblaeNEHbl ONONHUTENbHbIE DaKTOopbl pucka BCC:

e nonnTonHble n paHHue X3C (IV n V rpagaunn no JlayHy);
e yaanHeHue nHtepsana Q-T 6onee 440 mc;

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

e anbTepHauusa 3ybua T (Mitsutake, 1981);

* Q-Tc 6onbie 500 mc (Priori et al., 2003);
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* PUrNMAHOCTb LIMPKa[HOro pUTMa;

e cunHycoBas bpaankapauns (LUkonbHnkosa M.A., 2001);
e CeMelHbI aHaMHe3 BHEe3anHom cMepTu;

* AB-6nokapa 2:1;

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

BHe3anHasa cepaeyHasa cmepTb / bokepusa J1. A. , Pesuwsunun A. L. , HemuHywmin H. M. ,
MpoHun4esa M. B. - MockBa : T90TAP-Meguna, 2020. - 352 c. (Cepus "bubnnorteka
BpaYa-cneumnanucta") (1)

K npogunnaktnyeckomy rnpmmeHeHuto UKL cnenyeTt noaxoanTb MHONBULAYAJIbHO Y BCEX
MaLuneHTOB rpynmnbl BbICOKOr0 pUCKa, B YaCTHOCTU Y XXEHLUUH ¢ reHoTtunom LQT2 n _Q-_
Tc >500 mc, y naymeHToB ¢ _Q-_ Tc >500 MC n nprM3Hakamun 31eKTPUYECKON
HecTabunbHOCTU MMOKapha (CoxpaHaloLwancsa Ha dhoHe nNpruema B-agpeHob/10KaToOpoB
anbTepHaumsa 3ybuoB T Ha 3KI), a TakKe y MauMeHTOB C FreHEeTUYECKMM nNpoduiem
BbICOKOIr0 pyCKa (HOCUTEeNbCTBO ABYX MyTauui, B TOM YuCSie CUHOPOM
D>xepsenna-JlaHre-HunbceHa n CMHAPOM TUMOTU, OBHAPY>XKEHNE FreHEeTUYECKNX

MyTaL M, CONPSXKEHHbIX C 6oniee BbICOKUM puckoM XXT/PXK n BCC). UmnnaHTauuo UKL,
PEKOMEHLOBAHO PAaCCMOTPETb B AOMOJIHEHNE K MEAMKAMEHTO3HOW Tepanumn y
ACMMMTOMHbIX HOCUTeNen naTtosiornyeckon mytaumm B reHax _KCNH2_ nnn _SCN5A_
npv ysennyeHnn _Q-_Tc >500 mc. (2)

Bonpoc 7

MpNYNHON CMHKOMasIbHbIX COCTOSAHUA Y AAaHHOW NauMeHTKN ABAAETCA pas3BuTme
1 unbpunnaunn npeacepanin
©) >XenynoukoBoW TaxMKapAuM TUNA «NUPYIT»
3 Kpu3a Iero4Hon runepTeH3um

4 MapoKCU3MasibHON OPTOAPOMHON AB peLnmnpoKHON Taxmkapamu

MpaBuabHbIA OTBET:

2 - )KeJIyA04YKOBOW TaXUKapAUM TUNA «MUPYIT»

OBOCHOBAHME

BpoXXAeHHbIN CMHAPOM yaanHeHHoro QT-nHTepBana npencrtasnseT cobon covyeTaHue
yBeINYeHUs gantenbHocTn QT-uHTepBana Ha 06bi4HOM KT C mapokCcu3mMamu
Kenyno4ykoBom Taxmkapaum Torsades de Pointes - «mnpyaT», KINHUYECKN
MPOSABAAOLWMMNCA CUHKOMAIbHbIMU COCTOSHUSAMMU U HEPELKO 3aKaH4YMBaOLWNMNCS
BHE3aMnHOM CMepPTbIO Y AeTen N NOAPOCTKOB, KaK C HEMPOCEHCOPHOW NAaTONIOrNen cayxa,
Tak 1 B ee OTCYTCTBUMN.

AnarHocTnka v nevyeHve HapyLeHnn puTMa 1 NPOBOANMOCTHM cepaua y aetein: YyebHoe
nocobwue. Mop pepakumen M.A. LkonbHnkoson, [l .® . Eroposa - CI16.: Yenosek, 2012
(1)

XKenyno4vykoBas Taxukapaomsa Tuna «NMpyaT»- Taxukapoma Tuna «nmpyaT» (Taxmkapaums
Tuna torsades de pointes), mogTun nonnmopgHonm XKT, CBA3aHHbIN C YAJIMHEHUEM
MPOLAOJDIKNTENIbHOCTN UHTepBasia QT, C NOCTOAHHO U3MeHsALWMMUCA Komriekcamuy QRS,
KOTOpblE UMEIT BUA CUHYcouAbl BOKPYr 6a30Bon nsonnHum KT .

KnnHnyeckne pekoMmeHgaumnm MuHsgpasa Poccun. XKenyn04KoBble HapyLleHna putMma cepaLa.
BHe3anHaa cepaeyHasa cmepTb, 2025 r. (1)
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OaunH n3 IKI-kputepues LLBapua: XXT no Tuny «nmpyaT». (2)

Bonpoc 8

Ona sepudmkauunm gnarHosa CuHAPoOM yannHeHHoro nHtepesana QT neBoyke TpebyeTcs
BbIMOJIHEHME

1 WMMYHOJIOrM4YeCKOro aHaJinda KpoBu
2 I/IMMyHO6J'IOTa AHTUHYKJIE€APHbLIX aHTUTEN
3 MNOCTHaTaJIbHOro KapmoTunMnpoBaHUA

@) MonekynApHO-reHeTUYECKOro aHasusa

MpaBunbHLIN OTBET:

4 - MONIeKYJIAPHO-TreHeTU4YeCKOoro aHasusa

OBOCHOBAHME

MoneKkynsipHO-reHeTn4eckoe NccaefoBaHne MyTaunin B reHax, UMeoLWmnX OKa3aHHbIN
MPUYMHHBIA XapakTep B oTHoweHun CYNQT (_KCNQ1, KCNH2, SCN5A, CALM1, CALM2,
CALM3 ), pekomeHAyeTCs C Lesiblo ANAarHOCTUKK BCEM MauMeHTam C BbICOKOWN
BEPOSATHOCTbIO KJIMHUYeCKoro anarHosa CYNQT, 0CHOBaHHOMO Ha AaHHbIX
rMepCcoHasIbHOro N CEMENHOro aHaMHe3a 1 gaHHbIX Kl nokosd, XM3KI 1 Harpy3o4yHoro
TecTa.

KnunHun4yeckue pekomeHgaumm MuH3gpasa Poccun. XKesnyLo4KoBble HapyLWeHUsa puTMa cepaLa.
BHe3anHaa cepaeyHasa cmepTb, 2025 r. (1)

[MpoBeneHne KOMMIEKCHOrO MOJIEKYJISIPHO-TEHETUYECKOr 0 NCC/IelOBaHNSA Ha
BbliBSIeHNE BO3MOXHbIX MyTauun B reHax KCNQ1, KCNH2_ , SCN5A, CALM1, CALM2,
CALM3 (CYNQT 1, 2 n 3-ro TnnoB - Hanbonee pacnpocTpaHéHHble popMbl 3aboneBaHms)
peKkoMeHAO0BaHO C Lesnbio anarHoctuku CYNQT BcemM naumeHTam C KJIMHNYECKUMIN
nposisneHnsamMu CYNQT n yaonnHeHuem nutepsana QTc, 3apernctpmpoBaHHbiM Ha KT B
MOKOe AV NPy NPOBEeAEHUN MPOBOKALMOHHbBIX ANArHOCTUYECKNX NMPob, a Tak>Ke BCeM
naumeHTaMm, He nMmeLWwmm xapakTepHbix ansa CYNQT KANHNYECKUX CUMMTOMOB, MNpu
peructpaunn Ha IKI yanmHeHna nHtepsana QTc >480 mc B npenybepTaTHOM BO3pacTe
n QTc >500 MC y B3pOCSIbIX MPY OTCYTCTBUM APYTUX BO3MOXKHbBIX NPUYUH YIOJINHEHUS
nHTepBana QT. (2)
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13. Pe3ynbTaThbl 06CnepoBaHus

13.3. IMMyHONIOrM4eCKUM aHasIn3 KPoBU

MokasaTtenb PesynbTaTt PecdepeHcHble 3Ha4yeHUus | EAMHULBI U3MepeHus

JNenkounTbl 4,0-9,0 109/11
NumdpounThl 42,1 20-70 %
NumounTsl (CD45+) 3199,6 - KJ/MKN
T-numdounTel (CD3+CD8+ 77 55-78 %
/CD45+)

T-numcpoumThl (CD3+CD8+ 2456,6 2070-6540 KJI/MKAN
/CD45+)

T-cynpeccopsbl 26 16-35 %
(CD3+CD8+/CD45+)

T-cynpeccopsbl 829,4 650-2450 KN/MKN
(CD3+CD8+/CD45+)

T-xennepsbl (CD3+CD4+/C 49 41-64 %
D45+)

T-xennepsbl (CD3+CD4+/C 1563,1 1460-5116 KN/MKAN
D45+)

T/NK numdounTsl 2 - %
(CD3+CD16+CD56+/CD45

+)

T/NK numdounTsl 64 - KN/MKN
(CD3+CD16+CD56+/CD45

+)

CD3+CD4+CD8+ 0 0 %
nMM@ounTbI

NK numcoumnTbl 4 2-14 %
(CD3-CD16+CD56+/CD45

+

NK numcoumnTbl 128 40-915 KJI/MKAN
(CD3-CD16+CD56+/CD45

+

B-numcountsl (CD19+/CD 19 19-31 %
45+)

B-numdoumtel (CD19+/CD 608 500-1500 KJI/MKAN
45+)

T-xennepbl/T-cynpeccopsbl 1.86

(CD4+/CD8+)

C3-koMnemeHT 0,89 0,83-1,93 r/n
C4-komnemeHT 0,15 0,13-0,46 r/n
NMmmyHornobynuH G 4,37 3,91-17,37 r/n
NMmyHornobynmH M 0,18 0,06-0,21 r/n
NMMyHornobynumH A 0,06 0,01-0,34 r/n
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3. JleyeHue

Bonpoc 9

JaHHOM NaumMeHTKe NoKa3aHo HasHaveHune
1 CcepAeyHbIX MMKO3M40B
© B-6nokaTtopos
3 npenapaToB BaJibMNPOEBON KUCIOThI

4 npenapaToB IC knacca

MpaBunbHLIN OTBET:

2 - B-6bnokaTopos

OBOCHOBAHME

MaumeHntam c CYUQT pgnsa npocdpunaktukm BCC pekoMmeHO0OBaH npuem
6eTa-agpeHo610KaTOPOB.

KnunHun4vyeckue pekomeHgaumm MuHsgpasa Poccun. XKesnyLo4KOBble HapyLWeHUsa puTMa cepaLa.
BHe3anHaa cepaeyHasa cmepTb, 2025 1. (1)

Bonpoc 10

MpY HaANYNN MHOXXECTBEHHbIX LLIOKOB BC/IACTBUE PA3BUTUSA MAPOKCM3MOB »XXEeJya04KOBOM
Taxukapaun Ha poHe NpuemMa MakCcMMasibHOWN [03bl B-6/10KaTOPOB Y NALMEHTOB C HAIMYNEM
UMMNAAaHTUPYEMOro KapanoBepTepa-aehunbpunnsatopa MoXeT 6biITb peKoMeHA0BaHa

€ 1eBOCTOPOHHAA CUMNATIKTOMMUA
2 3KCMMaHTauus KapavosepTepa-aepunbpunnstopa
3 paanoyvacTtoTHas abnaumsa cybcTpaTa apuTMmm

4 OTMEHa MegNKaMeHTO3HOWN Tepannn

MpaBunbHbLIAN OTBET:

1 - NneBOCTOPOHHAA CUMNATIKTOMMUSA

OBOCHOBAHME

BbInosiHeHWe rpyAHON NeBOCTOPOHHEN CMMMNAaTUYeCKON AeHepBaumm cepaua
PEKOMEHOBAHO Y CMMMNTOMHbIX NauneHToB ¢ CYUQT B crieayowmnx ciayyvasnx:

e [pnem 6eTa-agpeHob10KaTOPOB HEIPEKTMBEH, MIIOXO NepeHocnTcA, 1nmbo
VMEITCS MPOTUBOMOKA3aHMWS.

e NKO-Tepanusa NpoTMUBONMOKasaHa NN MMeeTCAa OTKa3 nauneHTa.

* [laymeHTbl C UMNIaHTUpoBaHHbIM VK Ha hoHe npruemMa beTa-agpeH06/10KaTOPOB
MPOAOJ/IKaT NCMbITbIBaTb MHOXXECTBEHHbIe Lok VK.

KnuHnyeckue pekoMmeHgaunm MunH3snpaBa Poccuun. XKenyno4ykoBble HapyLleHUs putMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 r. (1)
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Bonpoc 11

Ina KynnpoBaHMA TaxmMKapaumn Tuna «nMpyaT» NoKa3aHO BHYTPUBEHHOE BBEAEHNE
1 aMumopapoHa
© wmaruusa cynedarta
3 nponadeHoHa

4 TpudocaneHVHa

MpaBuabHbIA OTBET:

2 - MarHmsa cynbdarta

OBOCHOBAHME

B/B BBeoeHue #mMarHusa cynbdaTta ¢ gobasneHnem #Kanmsa xnopmaa peKkoMeHayeTcs
naumeHTam ¢ XXT Tuna «nupysT».

KnuHnyeckue pekoMmeHgaunm MunH3sgpaBa Poccuun. XKenyno4ykoBble HapyLleHUs putMa cepala.
BHe3anHasa cepaeyHasa cmepTb, 2025 r. (1)

B/B BBeOeHne #MarHmsa cynbdaTa peKOMEHL0BAHO A1 MpeaynpeXxaeHns peunansos
nonmMmopgHon XKXT Tuna «nmpyaT». (2)

C uesnbio KynupoBaHus noanMopdHon XXT Tuna «nmpyaT» npumMmeHeHune AAT, knacc 1A v
AAI, knacc lll, He pekoMeHaoBaHoO. (3)

4. BapuaTtus

Bonpoc 12

Ona cmnHgpoma [>xepsenna-JlaHre-HunbceHa xapakTepHO coveTaHue 3KCTpemMasibHoro
yannHeHnsa nHtepsana QT ¢

1 KpaHunodacunaibHbIM N CKENETHbLIM AUCMOPK(N3IMOM
2 CUHOAKTUInen
€) BpOXAEHHOI rNyxoToi

4 BPOXOEHHbLIMU NOpoKaMu cepaua

MpaBuNbHLIA OTBET:

3 - BPOXXAEHHOM rJ1yXoTOMn

OBOCHOBAHME

AyToCcoMHO-peLeccuBHbln CYUQT (cuHppom Oxxepsenna-JlaHre-HunnoceHa),
coyeTalLWmnn 3KCTpeEMasibHOe yaoMHEHE nHTepBana QT C BPOXKAEHHOW F1yXOTON.

KnunHuyeckne pekomeHpauunm MuHsgpasa Poccuun. XKenyoo4koBble HapyLLUeHUs pUTMa cepaua.
BHe3anHasa cepaeyHasa cmepTb, 2025 1. (1)
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CutyaumoHHas 3apaua 0002

12 BomnpocoB - [leTckasa kapamonorus - Beiclwee obpasoBaHne

1. YCJIOBUE CUTYALMUOHHOU 3A0A4YN
1.1. Cutyauus

MaymeHTKa 13 neT 3KCTPEHHO rocnuTanm3npoBaHa B oTAesieHMe Kapanoaormm no
HanpasJieHUo Kapanoaora NOJINKINHUKA.

1.2. XKanoObl

Ha CHM>XeHune ToNnepaHTHOCTUN K PU3NYECKMM HarpyskKam.

OgfbilKa Npy NogbeMe Mo NeCcTHULLE Bbille 2-r0 3Taka M HeNpoAO/HKUTENbHON Xoabbe B
bbicTpOM Temne.

CnHKoONasibHble COCTOAHUSA oTpuUaerT.

1.3. AHaMHe3 3aboneBaHus
BblleonucaHHble Xanobbl 6ecnokosT B TeYeHne rona. K kapanonory He obpallance.

2 Hegenu Hasag Nnpu ocMoTpe NeanaTpPoM Mnocjie NepeHeceHHoro oCcTporo 6poHXMNTa
BbIC/IYLLIAH CUCTO/IMYECKUIA LLIYM HA BEPXYLUKE, aKLleHT BTOPOro TOHa Ha JIero4yHom apTepun.

HanpaBneHa K Kapanosory noanknanHunkKn.

Mo gaHHbIM IKI: pnTM cMHycoBbin ¢ YHCC 82 B MUHYTY. MoOBbILLEHNE 3NEKTPUYECKON
aKTMBHOCTU 0b6onx npencepann.

CyTquoe MOHNTOPUPOBaHNE IKI KJIMHNYECKN 3HAYNMbIX Hap)/LIJeHVII7I pnT™Ma n
npPpoBOANMOCTU HE BbIABWUJIO.

Mo paHHbIM 3X0oKapauorpadun: agunaTtaumsa obonx npencepanin, ocTanbHble KaMepbl He
pacwwupeHsbl. TonwmnHa Mnokapaa B HopMme. CokpaTuTesnbHaa CNocobHOCTb MMOKapaa He
HapyweHa (PB neBoro xenyno4ka 68%). Npn3Hakn AMacTONNYECKON ANCHYHKLUNN,
PeCcTPUKTUBHLIN TN (TpaHCMUTpanbHbIM NoTok: E = 1,08 m/c, A = 0,45 m/c, E/A = 2,4, DT =
130 mc, IVRT = 65 mc. TDI: €' (cenT.) = 5 cm/c, E/e' = 21,6) ). MoBbILLEHO pacyeTHoe
JaBrieHne B iero4yHom aptepun (70 MM pT. CT). HeAOCTAaTOYHOCTb MUTPAJIbHOrO KnanaHa 1-2
cTeneHn. HepoCTaToOYHOCTb TPUKYCMNAABHOIO KanaHa 2 cTeneHn. [JaHHbIX 3a
BPOXXAEHHbIN NOPOK cepaua He nosaydeHo. OO0 2 mM. Nepukapn He usMmeHeH. XXNAKOCTb B
MONOCTK NMepuKapaa He BU3yannsnpyeTcs.

C ambynaTopHOro npuemMa OeTCKOro KapAmnosora 3KCTPEHHO FroCnNuTaan3rMpoBaHa B

cTauunoHap.

1.4. AHaMHe3 XXU3HMU
¢ PebeHok oT 2 6bepeMeHHOCTU (1-9 6epeMeHHOCTb - CaMOMNPOU3BOJIbHbIN abopT Ha Cpoke
12 Hepenb). Pogbl 1-e, pn3nonornyeckmne, Ha cpoke 38 Hepensb.

* [pwn poxxaeHun macca Tena 3300 r, pocT 51 c™m, oueHKa no wkasne Anrap 8/9 6annos..
* [Mepuron HOBOPOXKAEHHOCTN 6e3 ocobeHHOoCTeN.

» C BO3pacTa 6 NieT - HeoCTaTOYHble BeCcoBble NPprbaBKK, NOBLILLEHHAS YTOMJISEMOCTb,
YacTble BPOHXUTHI.

* MpodurnakTuyeckne NpUBMBKU No MHANBUAYASIbHOMY MaHY.
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e TpaBMbI, onepauunn oTpuuaeT.
* ANNEepronorn4ecknin aHaMHes He OTAroLeH.

¢ CeMeWHbIN aHaMHe3: y TETU Mo MaTEPUHCKOWN NNHUN - KapanoMmonaTuna (TOYHbIN
OMNArHO3 HeM3BeCTEeH).

1.5. O6beKTUBHbIN CcTaTyC
CocTosiHue cpeaHen Tsxectn. Co3HaHue AcHoe. TemnepaTypa Tena: 36,6°C.

TenocnoxeHune acteHnyeckoe. CoctossHME NMTaHUA NoHMXeHHoe: Bec 41 kr; PocT 161.0 cmMm.
MMT 15,8.

Ko>XHble MOKPOBbI YNCTbIE, 0ObIYHON OKpacKu. HebHble Ay>XKK He runepeMupoBaHbl, HebHbIe
MUHOaIMHbI He yBenun4eHbl. MNepngepunydeckme numMmgoy3snbl: He yenndeHbl, 6e3601e3HeHHbI,
3NaCTNYHbI. MNeputepnyecknx oTekos HeT. HabyxaHne n nynbcaums WENHbIX BEH B
rOPU30HTasIbHOM MOJIOXKEHUN. B nerknx abixaHme »eCcTkoe, NpoBOAMNTCA PpaBHOMEPHO BO BCe
oTaennl, XxpunoB HeT. Y40 17 B MUHYTY.

TOHbI cepALa 3ByYHble, PUTMUYHbIE. YCUIIeHne 2-F0 TOHa Haj NIero4YHOW apTepuen.
HeWHTEHCUBHbBIN CUCTOSINHECKMI WYM B MPOEKLUN MUTPaSIbHOIO U TPMKYCNMAAIbHOMO
knanaHoB. YCC 80 ynapos B MnHyTy. Al 100/60 MM pT. CT. SpO2 97%. X1BOT MArKNIn, Npun
nanbnaunmn 6e36one3HeHHbIN BO BCeEX oTAesaxX. [levyeHb BbICTyNaeT Ha 2 CM U3-Nnog Kpas
pebepHon ayrun, 6e3bonesHeHHa Npu Nanbnaunn, KOHCUCTEHLUMA NJIOTHO-3/1aCTUYHANA, Kpan
poBHbIN. Cene3eHka He yBennyeHa. PU3nosormieckme oTrnpaBaeHUs B HOPME.

1. MnaH ob6cnepoBaHua

Bonpoc 1
Ona yTo4yHeHnsa anarHosa AaHHOMY NauneHTy peKOMeHO0BaHO NpoBeAeHne
1 crnuporpadgun
@ upe3BeHO3HOI KaTeTepusauum Kamep cepaua
3 CeNeKTUBHOM KOpOHapoaHruorpadum
4 Y3 WMTOBNUOHON Xefe3bl
© peHTreHorpadumn opraHoB rpyaHoOI KJeTKH

( marHuTHo-pe3oHaHCHOI ToMorpacdumn cepaua C KOHTPacTUpPOBaHNEM

MpaBunbHbIE OTBETHI:
2 - Ype3BEHO3HOM KaTeTepu3auum Kamep cepaua

5 - peHTreHorpacdmm opraHoB rpyAHOWN KJIETKH
6 - MarHUTHO-pe30HaHCHOM TOMOrpacdum cepaua C KOHTPACTUPOBaHUEM

PekoMeH0BaHO NpoBeAeHNE YPE3BEHO3HOM KaTeTepusaum kamep cepaua y peberka c
nogo3peHnem Ha Hann4dme JII No AaHHbIM NpeaBapuTeNbHOro obcnenoBaHUS
(pmnsmnkanbHoe obcnepoBaHue, IKIT, IXOKT).

KnnHnyeckne pekomeHgaumm MuHsgpasa Poccun. JleroyHasa runepteHsus y geten, 2025 r. (1)

PeHTreHorpaus opraHoB rpyaHON KIETKU SBJISETCA OA4HUM M3 METOLOB ONArHOCTUKM
PECTPUKTUBHOW KapauoMuonaTum
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Ha peHTreHorpamMmme pa3smepbl cepALia HEMHOMO YBEIMYEHbl UN HE N3MEHEHBI,
OTMeYaeTcs yBennyeHne npeacepaunin u BEHO3HbIA 3aCTOM B JIErKuX.

PekomMmeHpoBaHa npuuesibHas peHTreHorpausa opraHoB rpyoHON KNEeTKN OeTAM C
nopgo3peHneM Ha JII npn nepBuyHoM obcnenoBaHun,

KnnHnyeckne pekoMmeHnaumm MuHlgpaBa Poccun. JleroyHasa runepteHsus y geten, 2025 r. (1)

DTOT MeToA MMeeT 3HayeHne OJis andgepeHumanbHoM GUarHoCTUKN PeCTPUKTUBHOM
KapAMOMMUOMNaTUN C KOHCTPUKTUBHBIM MEPUKAPANTOM, NMO3BOJISET OLLEHUTbL COCTOSHME
JINCTKOB Nepukapha U UCKJYUTb UX KaJibLIMHO3.

KnnHnyeckune pekoMeHOoaunn |V|VIH3[J,paBa Poccuwn. nepMKap)J,VITbI 1 3aboneBaHus nepmkapnay
neten, 2025 r. (1)

3. Pe3synbTaTtbl 00CcnepoBaHuna

3.1. MarHuTHO-pe3oHaHCHaa ToMorpadusa cepaua C KOHTPAaCTUPOBaAaHUEM

Bbipa)keHHaa gunaTtauus obonx npeacepann. Pasmepbl XXenya04KoB B nNpeaenax
BO3pacTHOW HOpMbl. KOO JIXK Ha HMXXHEeN rpaHnLe HopMbl. MMOKapA He yTOJLEH.
CTPYKTYPHbIX U3MEHEHU MUOKapAa XKesly404KOB He BbiaBsieHO. CokpaTuTenbHas
CNoCcobHOCTbL MMUOKapAa He HapyLweHa. HegoCcTaToOYHOCTb MUTPasbHOMO KnanaHa 1 ctenexHn.
HenocTaTo4yHOCTb TPUKYCNNAANILHOIO KilanaHa 2 cteneHu. lNMepukapa He N3MeHeH.
KosnmyecTBo XNAOKOCTU B MONOCTN Nepukapha He NnoBbILWEHO.

3.2. YpesBeHO3Haa KaTeTepusauua KaMmep cepaua

[asneHne B neroyHom aptepun 67/44/30 Mmm pT. CT. MNOBLILLEHO KOHEYHO-OMACTOINYECKOE
JaBneHune B NeBOM xeslygo4dke (36 MM pT. CT). TpaHCNY/IbMOHaNbHbIVM rpagneHT: 14 MM pT.
cT. O3J1A 24 mm pT.CT. JleroyHoe cocyoucToe conpoTtusneHune: 4,5 en. Byna.

3.3. PeHTreHorpadus opraHoB rpyaHOU KJZIETKU

Jlero4HbIn pUCYHOK YCWUJIEH 3a CYET COCYAMNCTOro KOMMNOHEHTa. KOpHU Nerknx He
CTPYKTYPHbI, HE paclinpeHbl. CepaeyHas TeHb MUTPaNbHON KOHUrypaunm, paclimpeHa B
rnonepevyHnke (Kapaono-TopakaibHbIN MHOEKC = 57,4%), KOHTYpbl He4YeTKue. Kynona
anadparMbl NpaBuJIbHON GOPMbI, PacnosioXKeHbl Ha 06bIYHOM YPOBHE.
Mnespo-anadparmanbHble CUHYCbl CBOBOAHbI.

3.4. Cnuporpadusa
Tun HapyweHuns: pecTpMKTUBHbLIN (OPB1/PXKEST = 74%, OXKEJT = 65% OT O0J/IKHOrO0).
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2. OuarHos

Bonpoc 2

Y4ynTbiBasd oaHHble aHaMHe3a, 06bEeKTUBHOI0O OCMOTpa, MHCTPYMEHTAJIbHbIX METOAOB
obcnepoBaHMs, NaLNEHTKE MOXKHO NOCTaBUTb ANArHO3

1 WapwvonaTudeckasa nerovYHasa runeprteHsns
e PecTpuKTUBHaa KapavuomMmuonaTus
3 BpoxaeHHad MuTpasibHasg HeL4oCTaTO4YHOCTb

4 [nnaTauMmoHHaa KapgmomMuonaTus

MpaBunbHbLIN OTBET:

2 - PecTpuKTMBHasA KapauoMuonaTusa

OBOCHOBAHMUE

PecTpuKTMBHaa KapanoMmuonaTus - 3aboseBaHne MMokapaa, KOTOpoe XapakTepusyeTcs

HapyLleHNEM AMNACTOINYECKON (DYHKLMWN U MOBbILLIEHNEM LaBAEHUS HaMoJHeHNS
»KeJsly404KOB NPU HOPMasibHOM UJIN MaJIOU3MEHEHHOW CUCTONINYECKON PYHKLUN
MMoKapgha, OTCYyTCTBUM €ro 3Ha4YMMON runepTpodumn. ABneHns HeJoCTaTOYHOCTH

KpoBooOpaLLeHNS Y Takux 60JIbHbIX HE COMPOBOXAAKTCA yBeNNYeHeM obbemMa /1eBOro

XKenyno4ka.

®EOEPAJIbHBIE KIIMHWYECKWE PEKOMEHIALMM MO OKA3AHNIO MEANLMHCKOW MOMOLLN OETSAM

C KAPOVNOMUNOMATUAMWU, 2014 r. (1)

KnunHu4eckne pekoMeHOoaunn MVIHBD,paBa Poccun. nepI/IKap,D,VITbI 1 3aboneBaHusn nepmkapnay

neten, 2025 r. (1)

5. OuarHos

5.1. PecTpuKTUBHasA KapauoMuonaTus

Bonpoc 3

I'Ip|/|~4|/|H0|7| aKLeHTa 2 TOHa Haf4 JIero4yHom apTepme|7| Yy OaHHONM MauneHTKN aBnseTCs
Hann4ymne

@ neroyHoi runepTeHsumn
2 HeAoCTaTOYHOCTU MUTPAJILHOMO KanaHa
3 OTKPbLITOro OBasibHOrO OKHa

4 HepoCTaTO4YHOCTU TPUKYCNMAOaJZIbHOIMo KjaanaHa

MpaBunbHbLIN OTBET:

1 - nero4yHoM runepTeH3um

OBOCHOBAHME

AKUeHT Il TOHa Hafg Iero4HoOM apTepPUEN - MPU3HAK JIEFOYHOWN FTMMNePTEH3UN.

B(:Tpeqae‘rcn npun CTeHO3e€e MNTPaJIbHOIro KjaraHa, HeAO0CTaTOYHOCTUN MUTPaJIbHOr O

knanaHa, OAl, netdhekTax MexXnpencepaHoOn N MeX>XKesly404KOBOW Neperoponok.
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Kunnbgusaposa, P. P. lponeneBTuka aeTckmx bonesHenm : y4ebHuUK / nog pen.
Kunbaonaposown P. P. , Makaposon B. U. - MockBa : T'30TAP-Meawna, 2022. - 520 c. - ISBN
978-5-9704-6612-4. (1)

Bonpoc 4

AnddepeHumanbHy0 ANAarHOCTUKY PeCTPUKTUBHON KapAMOMUONaTUM B MepBYIO ovepenb
cnepyeT NpoBOAUTD C

1 XPOHMYECKUM MNOKapAMNTOM
2 apWUTMOreHHON KapamoMmuonaTmnen
9 KOHCTPUKTUBHbIM NEepUKapauTOM

4 HeKOMNaKTHbIM MNOKapAOoM JIeBOIro »eJlyao4ka

MpaBunbHLIN OTBET:

3 - KOHCTPUKTUBHbLIM NepuKkapamToMm

OBOCHOBAHME

PeCcTpUKTMBHYO KapAMOMUONaTNIO GUPHEPEHLNPYIOT B NMEPBYIO o4epeb C
KOHCTPUKTUBHbLIM NEepUKapanToM.

®EOEPAJIbHBIE KIIMHWYECKWE PEKOMEHIALMW MO OKA3AHUIO MEONLMHCKOW MOMOLLN OETSAM
C KAPOVNOMNOMNATUAMWU, 2014 r. (1)

PKMI onddepeHUVpPYIOT B MEPBYIO o4epelb C KOHCTPUKTUBHBLIM nepukapaontoMm. Ona
3TOro OLEHMBAIOT COCTOSAAHME JINCTKOB NepuKapha, UCKJYalT X KaJlbLIMHO3 C
rnomoubto KT. MpoBoaAT TakXe onddepeHumanbHyo AnarHocTuky Mmexay PKMIT,
BbI3BaHHbLIMW pPa3HbIMU NpuyYnHamm (Npu 6one3Hsax HakonIeHnsa - reMoxpoMaTose,
aMmunionno3e, Capkouaose, riamKoreHosax, IMnuaosax).

Mepnatpusa / nog pen. A. A. bapaHoBa - MockBa : T90TAP-Mepguna, 2014. - 768 c. - ISBN
978-5-9704-2787-3 (1)

KnnHnyeckne pekoMmeHnaumm MuHsgpasa Poccun. MepunkaponToel n 3aboneBaHns nepukapaa y
neten, 2025 r. (1)

3. JleueHue

Bonpoc 5

OCnoXXHEeHNEM OCHOBHOI 0 3abosieBaHNS Y OaHHOIO MaUneHTa ABSETCH XPOHMYEeCKas
cepaeyHas HefoCTaTOYHOCTb C hpakunen Bbibpoca NEBOro »Kesyno4dka

1 YMEPEHHO HNU3KON
@ coxpaHHoI#
3 KPUTUYECKM HU3KOM

4 HWN3KOW

MpaBuabHbIA OTBET:

2 - cCOXpaHHOM
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OBOCHOBAHME

K 0CHOBHbIM nMpu4nHaMm XCHc®B y neTen oTHOCATCA runepTpoduyeckas u
PeCTPUKTUBHAA KapaNoOMUONaTUN, KOHCTPUKTUBHbBIN MEPUKAPAUT, rMaponepukapa,
TUPEOTOKCUKO3, MHPUAbTPaTUBHbIE 3ab0eBaHNA, MeTacTaTUYeCKne nopaKeHns
MuokKapna v apyrue.

KnunHun4veckue pekomeHgaumm MuH3gpaBa Poccun. XpoHuveckasa cepaedvyHast He4oCTaTOYHOCTb Y
neten, 2025 r. (1)

Y pnaHHoro peberHka ®B neBoro xenypo4vka 68%.

XCH ¢ Hu3kom ppakumen Bbibpoca neBoro »xxenyaodyka(XCHH®B)- CH ¢ Bbipa>KeHHO
CHV>XEHHOW COKpaTUTesIbHOM CNoCcObHOCTLIO JIeBOro xenypoydka (PB JIXK < 40%).

XCH c ymepeHHO HU3Komn hpakumen Boibpoca nesoro xenygodka (XCHyH®B) - CH ¢
YMEpPEHHO CHUXXEHHOW COKPaTUTEsIbHOW CMOCOOHOCTLIO /IEBOro »xenyaoydka (PB JIXK
41-49%).

XCH ¢ coxpaHeHHON hpaKumen Bbibpoca eBoro »enyaoyka (XCHc®B) - CH ¢
COXPaHEHHOW COKpaTUTEsIbHOM CNOCOOHOCTLIO JIEBOr0 xenypodka (PB JIXK = 50%). (2)

4. OnarHos

Bonpoc 6
Mo pe3ynbTaTaM TecTa C 6-MUHYTHON xoab60ol NponaeHHan AUCTaHUNA cocTaBuaa 258 M,
4YTO COOTBETCTBYeT __ dyHKUMOHaNbHOMY Kinaccy XCH

o m

2 |

3 IV

4 |l

MpaBuabHbIA OTBET:

1-1

OBOCHOBAHME
WHTEPMPETALINA pe3ynbTaToB 6-MX

Ha ocHoBaHMM NPONAEHHON OMCTAaHLUMW NALMEHTY CTaBUTCSA PYHKLMOHANbHbLIA Kaacc
(PK). JaHHas cnctemMa MMeeT rpagauuto:

0 ©K - 6onee 550 m;
1 ®K - 550 - 426 m;
2 ®K - 425 m - 301 ™;
3 ®K -300 - 151 wm;
4 ®K - 150 M 1 MmeHee.

KnnHunyeckue pekomeHgaunn MnHsgpasa Poccun. BpoxkaeHHas MUTpasibHasA HeA0CTaTOYHOCTb
(BMH), 2025 r. (1)
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5. JleueHue

Bonpoc 7

ﬂ,aHHOMy nauneHTy pekoMeHOgoBaHO Ha3Ha4YeHWe npenapaTtoB U3 rpynrbl
1 cepAeyHbIX rMnmko3naoB
2 TJIIOKOKOPTUKOCTEpOMOOoB

3 UHrMbUTOPOB UHTEpPNeNnKMHa-1

@ nvypeTukos

MpaBunbHLIN OTBET:

4 - puypeTuKkos

OBOCHOBAHME

PekomeHayeTCs Ha3HayYeHe oNypeTUKoB NauneHTam ¢ XCHc®B v 3acTonHbIMuK
ABJIEHUSAMUN 018 YMEHbLUEHUS BblPa>XEHHOCTU 3aCTOMHbIX ABJIEHUN U YyYLUEeHUs
KJIMHNYECKON CUMMTOMAaTUKN.

KnnHnyeckne pekoMmeHgaumm MuHigpasa Poccun. XpoHn4eckas cepaevyHas HeJOCTaTO4YHOCTb Y
neten, 2025 r. (1)

MaumeHTaMm C 3aCTONHBbIMU ABJIEHUSMU PEKOMEHAOBAHO HAa3HAYEHNE MOYErOHHbIX
rnpenapaToB 414 YAYYLIEeHNA KIMHNYECKOro COCTOSAHUSA, OOHAKO UX BJINSHUE Ha NPOrHo3
naumeHToB ¢ XCH He nsy4yeHo.

PekomeHOyeTCa Ha3HavyeHne AMYypPeTUKoB naumeHTam ¢ XCH ¢ cmMntToMamMum 3afepxKu
XKULAKOCTU ON4 yaydweHusa cumntoMmoB XCH.

OVnypeTukn He OTHOCATCA K OCHOBHbIM rpynnam npenapaToB, UCMOJb3YIOLWNXCA AN
naToreHeTM4yeckoro sievyeHms XCH, ogHaKO Ux NPUMEHEHNE HapsaAy CO CHUXXEHNEM
npea- n NoCTHarpysku, NpMBOAUT K Yay4dLEeHUO PYHKLNOHAIbHOrO COCTOSAHUS
BHYTPEHHUX OpraHoB. Y nauneHToB ¢ XCH onypeTukn 4O/HKHbI MPUMEHSATLCS B
KoMbuHauum ¢ BAB, MATID/APA, AMKP. [o3bl ANYPETMKOB ONpenenatoTcs
WHAOWBWAYaIbHO C y4eTOM Bo3pacTa pebeHka, ctagum XCH, Bbipa>K€HHOCTU OTEYHOIr 0
cuHapoMma, aphekTa OT paHee NPUMEHSABLUMXCS 403 1 Aap. (2) (3)

6. Bapuatus

Bonpoc 8

Y naumeHTOoB C peCTpVIKTVIBHOPI KapD,I/IOMI/IOI'IaTI/IePI npenapaTtom Bbl60pa Oona CtapTa
,D,I/IypeTI/I‘-IeCKOI7I Tepanunn cpegn MO4eroHHbIX CpeancTB NP Bblpa>XeHHOM OTEYHOM cnHapomMme
ABNAETCA

1 CNWPOHONIAKTOH
2 aueTasonamMup
€© dypocemup

4 ruapoxsopoTvasng

MpaBuNbHLIA OTBET:

3 - ¢dypocemup,
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OBOCHOBAHME

MpenapaTamMu nepson NuHUK Tepanuu CH aBnsaTCca netnesblie NMb6o TnasnaHble
ONypeTuKn.

KnunHun4veckue pekoMmeHgaumm MuH3gpasa Poccun. XpoHuveckas cepaedvyHast He4oCTaTOYHOCTb Y
neten, 2025 r. (1)

PekoMeHOyeTCA Ha3HavyeHue «neTnesbix» anypeTukos (kog ATX CO3C) npu
KOMMMEKCHOM sleyeHuns nauneHToB ¢ XCH IIb n Il cTagunm npy cCMMNTOMax 3afep>XKu
XKUOKOCTU A4 yay4weHna cumntomos XCH.

dypocemunp Bbi3blBae€T ObICTPbIA MOLLHbIA, HO HEMPOAOJIKUTESIbHbLIN ONYPETUYECKNN
3hheKT, AeCTBME NpenapaTa Ha4YnHaeTCs Yepes Yac 1 npoaosikaeTcsa 4-6 4acos, nNpu
BHYTPUBEHHOM BBeAEHNN NpenapaTa agpdekT HacTynaeT Yyepe3 10-15 MUHYT 1”
npoao/»KaeTcsa oT ABYX A0 Tpex 4acos. (2)

Y peten oo 18 net ncnonb3loBaHue Tnasnpos off label. Kpome Toro, nayneHTam c
HU3KUM apTepuasibHbIM AaBJIE€HNEM U CKJIOHHOCTbLIO K KOJI1AaNTOUAHBbIM peakUnsam
Tna3nabl Ha3Ha4YaTb HE PEKOMEHA0BAHO, MOCKOJIbKY OHM OaloT Hanbosiee BbiparKeHHbIN
rMMNOTEH3MBHbIN 3PPEKT -9 NALUMEHTOB C pecTpUKTUBHOM KMI xapakTepHa
CUCTONMYecKas rmnoTeHsuns. (3)

7. JleyeHue

Bonpoc 9

PaOvkanbHbIM METOAOM JIeHEHUS FEHETUYECKN AETEPMUHUPOBAHHON PECTPUKTUBHOM
KapavuoMmonaTun siBNsieTcs

1 cenTajibHas MMO3KTOMUSA No Moppoy
2 pecuMHXpPoHU3MpyloLaa Tepanus
€) TpaHcnnaHTauusa ceppua

4 WMMNJAHTaUus KapavosepTepa-aedubpunnstTopa

MpaBunbHbLIA OTBET:

3 - TpaHCNJIaHTauMA cepaua

OBOCHOBAHMUE

EONHCTBEHHbIM paounKaslbHbIM METOOO0M JieHeHUA nanonaTnyeckomn peCTpI/IKTI/IBHOIz
KapanomMumonaTnnm AaBnaeTca TpaHCrnJaHTauna cepgua.

®EOEPAJIbHBIE KIIMHWYECKVE PEKOMEHOALMM MO OKA3AHUIO MEONLMHCKOWM MOMOLLN OETSAM
C KAPOVOMUNOMATUNAMW, 2014 r. (1)

Kapavommonatum n MmmokapouTbl / o pea. . K. Kuskbaesa, C. B. Mouceesa, L. A.
AHppeeBa. - 2-e 134., nepepab. n gon. - Mockea : NOTAP-Meguna, 2024 r. (1)
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8. BapuaTtus

Bonpoc 10

Mpun cTabunbHON KINHNYECKON KapTUHe naumeHTam C XPOHUYECKOM NoYe4YHOon cepaeyHomn
HepocTaTo4YHOCTbo DK II-IIl Npn pecTpuKTUBHOM KapAnoMmMonaTm HeobxooMMo NaaHoBoe
CTaumnoHapHoe obcniefoBaHMe Kaxkable

@ 3-6 mecsues
2 2-3ropa
3 6-12 mecsues

4 2-4 Hepenn

MpaBuabHbIA OTBET:

1 - 3-6 mecaueB

OBOCHOBAHME

PekomeHpgyeTcs nnaHoBoe obcnepoBaHue naymeHToB ¢ OK -l XCH npu ctabunbHoM
COCTOSHUN Ka)Xkable 3-6 MecsLeB, BKOYaloLlee B cebs oueHky cumntomoB u @K XCH,
9K, 9x0oKTI, nccnegosaHumne ypoBHs N-TepMmnHanbHoOro oparMeHTa
HaTpunypeTmnyeckoro nponentuaa Mo3rosoro (NT-proBNP) B KpoBM, OLLEHKY (hYyHKL NN
rnevyeHu 1 NoYeKk Npm Ka>kaoM BU3NTe, NpoBeeHNe Harpy304Horo TeCTUpoBaHus,
XOJITEPOBCKOr0 MOHUTOPUPOBAHUS CEPAEYHOr0 PUTMA, MarHUTHO-PEe30HAHCHOWN
TOMOrpadum cepiLa ¢ KOHTpacTUPOBaHNEM, KOMMNbIOTEPHOW TOMOrpadum cepaua c
KOHTpPacTUPOBaHNEM, YEeP3BEHO3HOW KaTeTepusaunm rnoaocTen cepaLa npym Haanmymm
KJIMHUYECKNUX NOKa3aHUW, 019 KOHTPOJIS U KOPPEKL UM Tepanun.

KnuHunyeckmne pekomeHgaunm MmHsgpasa Poccun. XpoHuyeckas cepaeyHasi He4oCTaTOYHOCTb Y
neten, 2025 r. (1)

Bonpoc 11

Mpn PeCTPUKTUBHOM KapAnoMmMonaTun rmcTonornyeckoe nccaenoBaHme 6monTatos
MUOKapAa MOXXeT BbIABUTb

1 runepTpodurio N Ae30praHn3aumnio KapanoMnMoLNTOB
2 KUPOBYIO MHMDUIBbTPALMIO MMOKapAa
3  MHTepCTMUManbHble UHPUALTPATLI U3 MOHOHYKJ/1€apOB

O nvnddysHbIh HPuOpo3 Muokapaa

MpaBuNbHbLIA OTBET:

4 - puddy3HbIn hOpPO3 MMOKapAaa

OBOCHOBAHME

DHAOMMOKapAnaibHas 61Moncus no3BosieT BbISBUTb (UBP0O3 MroKapaa npu
NANoNaTU4YeCKOM MUoKapAamassHoM hubpose.

®ELEPAJIbHBIE KIIMHUYECKWE PEKOMEHIALIM MO OKA3AHMIO MEOVLUMHCKOW MOMOLLN OETAM
C KAPOVOMUNOMATNAMWU, 2014 r. (1)

Kapaonommonatum n mmokapauTel / nog pen. I'. K. Knakbaesa, C. B. Mounceesa, [. A.
AHppeeBa. - 2-e 134., nepepab. n gon. - Mockea : NOTAP-Meguna, 2024 r. (1)
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https://library.mededtech.ru/rest/documents/KP401_2/
https://library.mededtech.ru/rest/documents/KP401_2/
https://library.mededtech.ru/rest/documents/KP401_2/#list_item_3td8i4
https://library.mededtech.ru/rest/documents/cardiomyopathy/
https://library.mededtech.ru/rest/documents/cardiomyopathy/
https://library.mededtech.ru/rest/documents/cardiomyopathy/#paragraph_u7q1ap
https://library.mededtech.ru/rest/documents/ISBN9785970480908/?anchor=paragraph_0fjch2#paragraph_0fjch2

CutyaumoHHan 3agayva 0002 [eTckas kKapanonorns

Bonpoc 12

OCNIO)KHEHMEM PECTPUKTUBHON KapANOMUOMaTUN MOXKET BbITb
1 apTepuasibHasa rmnepTeHsns
2 remonepukapn
3 CTEeHO03 MUTPAJILHOrO KiarnaHa

@ TpoM603M6ONMA KPYNHLIX apTepui

MpaBunbHbLIN OTBET:

4 - TpoM603MOGOINA KPYNHbIX apTepui

OBOCHOBAHMUE

BonbHble yMUpatloT oT pedpakTepHon XCH, TpomMb60aMboNuin n opyrmnx 0CA0XKHEHUN,

®EOEPAJIbHBIE KIIMHWYECKVE PEKOMEHOALMM MO OKA3AHUIO MEONLMHCKOWN MOMOLLN OETSAM
C KAPOVOMUNOMATNAMW, 2014 r. (1)
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https://library.mededtech.ru/rest/documents/cardiomyopathy/
https://library.mededtech.ru/rest/documents/cardiomyopathy/
https://library.mededtech.ru/rest/documents/cardiomyopathy/#paragraph_hf4oe2

