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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.
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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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