I'oo0 BIIO J/IOHHMY HUM. M. TOPBKOI'O
DaKynbmem uHmMePHAMYPbL U ROCAEOUNTIOMHO20 00PA306AHUSA
Kagpeopa neouampuu Ne3

Cayuyal TMarHoCTUKM BTOPUYHOIO

(mpuoOpeTeHHOr0) YAJIMHEeHUS
nHrepBajga QT

K.men.n., non. dymuak A.II.
Acc. CocHa B.B.

Honernk 2020



«Bceé ecTh A, HUUTO HE JHUIIECHO SIJOBUTOCTH, H BCE €CTh
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YIAJIMHEHUE UHTEPBAJIA QT

Yanunenue uatepBana QT — ajaexkTpuueckoe 3a00jIeBaHUE CEepIIa,
xapakrepusyronieecs yaiamaenneM uareppaia QT na 9KI nmokos,
C IIPUCTYNaMH IMOTEPHU CO3HAHMUS, PA3BUTHUS OIUMOP(PHON
KelrynodkoBor Taxukapauu (JKT) Tuia «mupys>T» Wim
GUOPHILIALHUEH KETYI0UYKOB.

B psize ciiyuyaeB nepBbIM NPOsSIBJIEHHEM CHHAPOMA MOKeT
CJIYKMTh BHe3anmHas cepaeunas cmeprtb (BCC).

Taitxanosa J1.)K.,Pomantok FO.JI.
«MexayHapOHbIH KypHaT MPUKIAJAHBIX U (PyHAaMEHTAIbHBIX ucciaenoBanuid,2015



CuHapom yannHeHHoOro nHtepsana QT

* BpoXAaeHHbIU CMHAPOM yaNMHeHUA nHTepsana QT - B ero ocHoBe
NEeXWUT MyTauua reHOB, OTBETCTBEHHbIX 3a CUHTEe3 OenKkos-
cybbegnHUL, MOHHbIX KaHa/10B meMbpaHbl KapANOMUOLIUTOB.

* [puobpeTteHHbIi CUHAPOM YA/NIMHEHMA WUHTepBana QT - B
pe3ynbraTe BHELIHUX BAUAHUMN:
HapyLleHusa 3/1eKTPONUTHOTO H6anaHca (runokannemus,
rMNnomMarHmemms);

BO3JENCTBUA JIEKAPCTBEHHbLIX MpenapatoB (aHTUAPUTMUYECKME
cpeacTtBa: 610KaTopbl HaTpueBbIX KaHanos noarpynn A u C,
KOPOAAPOH W ero aHanorn, @eHoTmasmnHbl (aMUHA3UH),
TPULMKANYECKUE aHTUAENpPeccaHThl, HEKoTopble
aHTUTUCTaMMHHbIEe  npenapaTtbl  (actemuson, TepdeHeauH),
3PUTPOMULIMH.




CBOMCTBAa AaHTUTHUCTAMHUHHEIX CPEACTB.
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KJ’IaCCI/I(l)I/IKaI_[I/I}I AHTUTUCTAMHUHHBIX CPCACTB.

| nokonexuune

Il nokoneHune

i1l nokonexHue

— OudeHrnapaMmuH (aumenpon, O6eHa-
OPUN, annepruH)

— KnemacTtuH (TaBerun)

— JOKCHUNamuH (aekanpuH, OHOpMWUI)
— OudeHunnupanunH

— BpomoaudeHrnapamMmuH

— OUMeHrnapuHar (AenanoH, apaMamMmH)
— XnoponupamuH (CynpacTuH)

— MupunamuH

— AHTa30uH

— MenupamuH

— BpoM@eHupaMuH

— XnopdeHupamuH

— JekcxnopdeHunpaMmuH

— MDeHupamMuH (aeun)

— MeOGrnaponuH (Oua30nuH)

— KeudeHaauH (deHkapon)

— CeksBudeHaavH (bukapdpeH)

— [poMeTazuH (dpeHeprad, OWNpasvH,
nunonsdeH)

— TpumenpasuH (TepaneH)

— OKcomMemasuH

— AnMemMasuH

— UMKAM3nH

— MMApPOKCU3KH (aTapakc)

— MeknnaunH (OOHUH)

— UunporentaguH (neputon)

— AKPUBACTUH (CeMnpekc)
— ACTeMu30n (rmcmadan)

— OuMeTuHaeH (heHucTun)
— OkcatomMmup (TUHCET)

— TepdeHaonH (OpoHan, rucra-
OWH)

— A3enacTtuH (anneproaun)
— JleBokabacTuH (TMCTUMET)
— Muz20onacTvH

— JlopaTtaguH (KNnapuTuH)

— 3NWUHACTUH (ane3noH)

— 306acTuH (KeCcTuH)

— [Hea3nopataguH (®pudpuc)
— MekcodeHaauH (TendacTt)
— LleTMpuanH (3mpTek)




NurepBaa QT

NuatepBan QT — paccrosHuMe OT Hadajda KOMILIEKCA
QRS 1o 3aBepmienus 3yoma T. C TOuku 3peHMS
NIEKTPOPHU3HUOJIOTUM  OTPAKACT CYMMY IIPOILIECCOB
AenoJIsipu3ay  (PIEKTPUYECKOE BO30YXKICHHUE CO
CMEHOM  3apsja  KIETOK) M IOCICOYIOMICH
penoisipu3anui  (BOCCTAHOBJICHHUE  DJIECKTPHUYECKOIO
3aps/ia) MUOKapAa KeIya0dkoB. HacTo A3TOT mapaMerp
HA3bIBAIOT 2/1eKMPUUECKAs CUCMOAA cepoud.

Hopma — 360 — 440 mcek.
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*Torsades de pointes (TdP)

Torsades de pointes (dbpann. — «ckpyuuBanue Touku»), wian KT Tuma «mupysT» — HEOOBIYHAS H
OTIMYUTEIbHAS (opMa MONMMOP(MHONM KEIYIOUKOBOH TaXWKApAUH, XapaKTEePU3YIOMIAsCs
IOCTCIICHHBIM  M3MCHCHHUEM aMIUIMTYIbl W CKpy4uuBaHusg KoMiuiekcoB QRS Bokpyr
M302JICKTpUUYCCKOM TMHUH. Torsade de pointes ceszana ¢ AuTeAbHBIM HHTepBajioM QT, KoTOpEIi
MOJKET UMETh BPOXKJICHHBIN MJIM IPHOOPETCHHBIA XapaKTep.

CUMIITOMBI TIPU MapoKcU3Me MUPYITHOM Taxukapauu. cepamneouenue (ot 200 go 300 B Munyty),
BBIPAKCHHOE TOJI0BOKPYKEHHE, OOMOPOKH, JJIUTEIbHBIN MPHUCTYI MOXKET OCIOXKHSITHCS IMEPEX0A0M
B PUOPHIUIALIUIO KETYA0UYKOB, KOTOPAsi MOKET NMPUBOJUTH K JIETAJIbHOMY HCXO/Y.
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NMpasuna mamepeHus mHtepesana QT
(npoepamma POO XC «Bbisseumb u crnacmu»)

1 RR unTepsan |

OTtBepgenne KacarenbHan

Hwnu V5

EG L

P

QTc (mc) = QT (mc)/VRR (cek)

oKoHyaHue T|

www.crystalheart.ru

www.zoll.com/ru QRS | QT

. He noBepaTL aBTOMaTU4YeCcKOMy uamepeHuio uirepeana QT;

2. UuTepBan QT npeano4ytutenbHo uamepaTtb Bo Il unu VS otBeaeHUsX;
. OkoH4YaHueM uHTepBana QT ABnseTcs ToYka nepeceyeHns KOCOu JIMHUM MO HUCXoAALLEeMY
HaknoHy T BOMHbI C rOPM30OHTaNbLHON U30NTUHMEN, KOTOpasi NPOBOAUTCA NO UHTepBany PR;

. KoppurnpogaHHblit HTepBan QT (QTc) paccunTbiBaeTcs No popmyne: uHTepsan QT
(MU3MepeHHbIN B MC), AieNeHHbI Ha KOPeHb KBaApaTHbIA U3 NpeALecTBYoLero RR uHTep-

Bana (U3MepeHHOro B CeK);
Mpu BuisBneHun QTc bonee 440 mc — HeoB6X0AUMO UCKNIOYEHUA CUHAPOMA YANTUHEHHOro

uHTepBana QT (CYUQT) no kputepusam LLisapua.



Jqunarnocruka CYNUQT ocHoBaHa HA KpUTeEpUX, npeaso:xeHnbie P. Schwartz
B 1993 rony m ycoBepmencroBannubix B 2001 roxy

Knaccuueckue KputTepum I. lWsapua gna aMarHoOCTUKM
CUHOpoma yanuHeHHOro uHTepeana QT - CYUQT
(1993-2006)

I . 73]'!EKTPOKAP£IMOF PA®UYECKUE KPUTEPUU BANbI
QTc > 480 mc B e 3
QTc > 460-479 mc 2
QTc > 450-459 (MyXumnHbI) 1
Taxukapgus «Mupyat» 1
AnbrepHauus 3y6ua T 1
f Aeyrop6biit T 3y6ew, Kak MUHUMYM B TPeX OTBEAEHUAX 1
Bpaaukapaus (COOTBETCTBEHHO BO3pacTy) 0,5
. KNMUHUYECKUE KPUTEPUM E | Bannsl
'CUHKONe NpOBOLMPYEeMOoe CTPECCOM 7 - 2
‘CuHkone 6e3 cTpecca 1
'Bpoxmeuuaa rnyxora 0,5
‘Hann-me cnyyaeB peructpauun CYUQT B cembe 1
Hanmme cnyyaes Buesanﬂou ueoG'bacHumou cMepTHy HNEeHOB Cemb Monoxe 30 ner 0,5

1 6a/m u meHee — duaauos CYMQT MQanoeeposmeH;
1,5-3 6anna - cpedHan eepoamHocms;
3 6anna u 6onee — 8bicOKOBEPOAMEH.

Bce 0os1bHBIC C TTO03PEHUEM
Ha CYHNQT,

a TaK)Ke WIeHbI CeMbH
npodaunaa ¢
YCTAHOBJICHHBIM TUATHO30M,
JHOJIZKHBI IPOMTH KOMILJIEKCHOE
KAPIHO0JIOTHYeCKOe
o0cienoBaHue,

LeJIbI0 KOTOPOIo ABJIAETCH
MOATBEPKACHHUE JUATHO3A U
ouenka pucka BCC.




MouekyasipHo-reHETHUYCCKHE BAPHANTEI CHHAPpOoMAa yiannennoro nurepeana QT |2, 4, §)

INen benox Kanan Hasmeneune Bapuaur Pacnpocrpaunesn-
HOHHONO TOKA HOCTE
KCNQI KVLQTI Menennnlit I, | LOQTI >50%
KanuesbLii
KCNH2 HERG BuicTpulfl kanuensti Ixy | LOT2 35-40%
SCNSA Navl.5 llorenuman- o T LOQT3 10-15%
3aBHCHMMEIIR
HATpHeBLIR
ANKEB Ankynn-B benox azanrep Ine x J LOT4 <19
KCNEI MinK Meuennniit Ix. | LOQTS <5°
KanHesnii
KCNEZ2 MiRP1 BuiCTpaifl kanuenuti I, | LOT6 <5%
KCNJ2 Kir2.1 Bxoasumilt xanuesnii It | LOT7 <1%
CACNAIC Cavl.2 Kansumensiil Ica 1 LOTS <1%
CAV3 Caveoline 3 - e T LOTY <1%
SCN4B Nav4 Harpuesutil Ine 1 LOTIOD < 1%
AKAPS - Menenselii o L LOQTI1I1 <1%
KanMennLii
STNAI - MNorenuuan- e T LOQTI2 <1%
3aBMCHMLIR
HATpHEBLIA
KCNIS GIRK -4 - IKr | LOQTI3 <1%
CALMI KANLMOAVIMH | - - LOTI4 <1%
CALM2 KAALMOAVIMH | - - LQTIS <1%

Bepudunupyrimum METOA0M JTUATHOCTUKH MEPBUYHOTO
(BpOoxa€HHOr0) cMHAPOMA ylauMHeHHOoro QT saBiasiercs
MOJICKYJISAPHO — TEHETUYECKUHN METO/



JIEHEHUE

- IlepBuuHOrO (HaCICACTBEHHOI0) CUHAPOMA YAJINHEHHOIO HHTEpBaJja
QT nampapiaeHO Ha IIPEAOTBPAICHUE CUHKOIAIBLHBIX AIIHU3040B 1
OCTaHOBKH cepaua. MeankamenTo3Has npoduinakruka BCC — 3o
OeTa-aJpeHO0I0KaTOPHI !

Anmuapummuueckas mepanus 0ema-aopeHoo10Kamopamu
HA3HAYAEMCA RONHCUZHEHHO C KOppeKuueil 003bl npenapama no mepe
pocma nayuenma.

= BTopruHoro (mpruoOpEeTEHHOI0) CHHAPOMA YAJIMHEHHOIO MHTEpBAaJIa
QT — ycTpaHeHHEe 3THOJIOTMYECKOTO (PaKTOpa, BHI3BABIIIETO
yaanHeHne nHTepBaiia QT , B T.4. HCKIIIOUEHME ITPHUEMa IPENaparos,
ymmHsromux uarepsai QT (www.qtdrugs.org.,crediblemeds. org).

Bcepoccuiickue KITMHIUECKUE PEKOMEHIAIMH 110 KOHTPOJIIO HAJI PUCKOM BHE3aITHOU
CepIIeYHON CMepTH, TPOPIITAKTHKE U OKa3aHUIO mepBoi momoru, 2018



KAnHun4eckun cayvau

» PeoecHok: Kupwun, 8 ner (26.06.10), Haxoquiica B OTACICHUM
nerckoun kapauoxupypruu ¢ 20.02.2019r. mo 05.03.2019
roja.

e Iloctynun ¢ sorcarobamu Ha IBYKPATHYIO IIOTEPIO CO3HAHUSI.



AHAMHES 3ABOJIEBAHHWA

[Iocine (u3nyeckor Harpy3ku (TpEHHpPOBKA IIO0 Kapare) BO BpeMs CIyCKa IO
JECTHUIIE PEOCHOK MOYYBCTBOBAJ TOJOBOKPYKEHHE, MOTEMHEHHE B IJa3ax,
OIIYIICHUS HEXBAaTKKW BO3JAyXa W ’Kapa, KOJIOIIYH0 O0Jib B 001acTu cepAla.
Bo3HUKIIO CHMHKONAJIbHOE COCTOsSIHME. B  co3HaHHe peOCHOK IIpHIIe]
caMOCTOsTENIbHO. IIpuMEpHO B T€UEHHE OJTHOIO 4aca (Iocie MPUCTyIia) MAJIBYUK
’KaJloBajIcs Ha ciIadoCTh, TOJOBOKpy:KeHue. UYepe3d 2,5 wyaca y mnamueHra
MIOBTOPUJIOCH CHHKOIIE, KOTOPO€  COINPOBOXKIAIOCH OJIEIHOCTHIO KOXKHBIX
ITOKPOBOB.

bpuramoii CKOpoll MEIMIMHCKOM TIIOMOIIM pPEOCHOK ObUI JOCTAaBJIEH B
COMaTHUYECKOE OTACICHHUE MO0 MECTY KUTeIbCTBA. IIpH MOCTYIIeHNU B OTJICIICHUE
AJl 80/50 mMm pt. ct. Ha crarmapraoit OKI': cunycossiii putMm, HCC — 68/MuH.,
P-0,10c, PQ-0,16¢, QRS-0,08¢c, QT — 0,412¢c, QTc — 466 mcek, < o + 55°,
HOpMaJIbHOE ToJiokeHue DOC.

Jlna ymounenusa ouazno3za u onpeoeneHus OalbHeuuleil maKmuKu 6e0eHUs
HanpaejieH 6 0emckKoe Kapouoxupypzuueckoe omoenenue MHBX.



AHAMHE3 XN3HU

bepemenHocTs |, mporekana Ha (POHE aHEMHH JIETKOW CTErEHU. Poibl
|, cpounsle, marosornyeckue. Macca Tena npu poxaeHuu - 2700,
ngirHa - 48cMm. Omnenka mo mkaine Anrap — /-8 OannoB. Poc u
pa3BUBAJICSd  COOTBETCTBEHHO  Bo3pacty. llepeHec  octpyro
JBYCTOPOHHIOIO BHEOOJBHUYHYKO MHEBMOHMIO OKOJIO 1 roja Hasan,
CrpagaeT 4acTbIMH OOCTPYKTUBHBIMU OPOHXHUTAMHU.

CeMerHbIM aHaMHE3 T10 CEPACYHO-COCYIMCTON IATOJIOTHUM T10 JTUHUHU
MAaT€pu HE OTSIIONIECH, MO JIMHWUKW OTHa — HE u3BecTeH. Cirydaes
BHE3AITHOW CMEPTH B MOJIOAOM BO3PACTE B CEMbE HE OBLIIO.

OTATOIIEH a/uIeproaHaMHE3 0 JIMHUU OTHA (MOJTUHO3).



AHAMHE3

e [Io moBomy  pEUMAVMBUPYIOMIETO  OPOHXOOOCTPYKTHBHOIO
CHHJIpOMa K Bpauy He oOpamanuch. JledeHne Marh peOcHKa
IpOBOJAMIA CAMOCTOSTENbHO. B TeueHme 2-x JeT peOCHOK
OE€CKOHTPOJIbHO IMIPUHUMAJI AHTUTUCTAMUHHBIC MpeIapaThl.

* Ha npoTsikeHrnH mociaeIHuX 0-TH MECAIIEB peOCHOK ITOTyYal:
- 3upteK 1o 1t 1p/nens — 1 mecsi,

- (penkapon no 1t 2p/neHnr B teueHue 1 — 1,5 mecauees, 3areM B
TeUECHUE 2,5 mecaues jopamadun 1o 1t 1p/neHs.



Kapauonornueckoe 00CjieJ0OBAaHUE YICHOB CEMBH.

IIpoBeneno IKI' obcnemoBanue Marepu U 0aOyIIKH
peOCHKa.

v Martb pedenka —uHTepBan Q Tc¢c-398 mcek.

v'baOymika (1o muanu marepu) —uHTepBan QTc-412 mcek,
4TO COOTBETCTBYET HOPME.



JlaHHBIE 00OBEKTUBHOIO 00CIeI0BaHUS

CoctosiHuE peOCHKa CpeoHEd TSHKECTH II0 OCHOBHOMY  3a00JIE€BaHUIO.
CaMO4yBCTBHE HE€ HapylieHo. IIpaBHIBHOrO TEIOCIOXKEHUA, YMEPEHHOIO
nuTaHusi. KoxHbIE MOKPOBBI CMYIIIBIE, YACTHIE. BUIMMBIE CIIM3UCTHIE PO30BHIE,
yucThie. | IepKyTOpHO HaJl JIESTKUMU — ICHBIX JIETOYHBIN 3BYK, ayCKYIbTATUBHO —
Be3UKYJIsIpHOE AbixaHue. YJ[ — 18 B MuH. [ paHUIIbI OTHOCUTEIBHON CEPACUHOMN
Tynoctd B HopMe. ToHbI cepama purmuuabie, YCC (Tropm3oH.) — 62 B MuH,
YCC (Bept.) — 80 B mun. AJId — 100/74 mwMm prt. ct., Ads — 100/72 MM pT. CT.
ToHBI cepalla MPUIMIYIICHBI, BBICIYIIUBACTCSI CHUCTOJIMYECKMHA yM B I u V
Toukax. JKuBoT Msrkuii, 0e30one3HeHHbI. [ledeHr y kpas peOepHOM AyrH,
CEJIE3EHKA HE Nabnupyerca. OU3N0IOTHYECKUE OTIIPABIIEHUS B HOPME.



KIIMHUYECKUWE ObCIIEJOBAHUA:

OO0muii anaau3 kpoBu: 3p.- 4,26T/n1, He-127 r/n, HI1 - 0,9, JI1.-5.6 1/,
m.-1, c.-45 n.-42, 3-3, m-3. COD — 5 mm/gac. Ht 38 %.

buoxuMuyeckuii aHaJau3 KPOBU: o011t 6enok — 75,0 1/11; MOueBHHA
3.56 mmonw/n, kpeatunuH 60,11 Mkmow/i1, OuanpyouH oomr. —15,44

MKMOJIb/J1; OWJIMPYOUH Opst MOM — 3,86 MKMOJIB/JT; OMIIMPYOHH
Henpsimor —11,58 mxmons/i ; AJIT —23E/n. ACT — 10 E/n

I'mioko3a kpoBu: 3,8 mmonbs/n(N — 4,0 — 6,1).

Ocrpodasnbie nokazareaun: ACJIO- orpunarenbubiid, PeBMaToOWTHBIN
(dakTop — oTpunareabHbii ME/n

Iloxka3zareau remocraza: [ITU — 78%. MHO - 1,28 ¢pubpunoren 3,0 r/.

NmmynodepmentHblii ananau3: TTI- 0,92 mxkME/mn, T4cs - 14,9
nmoiis/n, AT k TIIO — 5,89 ME/Mn.

OO0m1. aH. MO4YM; O€3 MMaTOJIOTUH.



NHCTpYMEHTANBHBIE METOJIBI UCCIICJOBAHMS

- Y3/II' opaxuoueghanvnvix cocyoog. CHUXKEHHE KPOBOTOKA IO JIEBOH
[EpPEeIHEN MO3IOBOM U JICBOU II0O3BOHOYHOU apTEepUsM. YCKOPEHUE
KPOBOTOKAa TI0 TMpPaBbIM CPEOHEW, 3aJHEHM MO3TOBBIMHU UM IIPABOU
IMO3BOHOYHOH apTepusiM. ACUMMETPHUS KPOBOTOKA I10 3aJJTHUM MO3TOBBIM U
MO3BOHOYHBIM  apTepusaMm. Jlepopmamuss  MO3BOHOYHBIX  apTEpHH,
reEMOAVHAMUYECKA He3Hauumas. CHUXEHHE KpPOBOTOKA TII0  JIEBOU
MMO3BOHOYHOU apTepud. ACHUMMETPHUS KPOBOTOKA IO ITI03BOHOYHBIM
apTEPUSIM.

- DJaekTpodHuedasorpaMmma; IUCPYHKIUSI JUIHICPAIbHBIX 00pa30BaHUM.
CHIXEH ITOpOTr NapOKCU3MaJIbHON aKTUBHOCTH.

- YJIbTpa3ByKOBO€ HCCJIEeI0OBAHME OPraHoB OpIOIIHOM  NOJIOCTH,
IMUTOBHAHOM KeJie3bl. O€3 I1aTOJIOTHUH.



HMHCcTpyMEHTAIbHBIE METOABI UCCIICIOBAHUA

- JKI' (npu nocTymieHud B cTamuoHap).cuHycoBbIM putMm, UCCcp. —
62/MuH.,p-0,10¢,PQ- 0,14¢,QRS-0,06¢,QT — 0,442c, QTc¢ — 458 mcek,< o
+ 53°, HopManbHOe noaoxeHue J0OC.

- X0 KI': Ilomoctn cepana HE pacmumpeHbl. Mwuokapa HE YTOJIIEH.
JlonoytHUTENBHBIE TPAOEKYIbI JIEBOIO KEIyaouka. PasMepsl kamep cepjia
1 COKpaATUTEIbHAs CIIOCOOHOCTh MHOKAp/ia B HOPME.

- XM DKI': B TeueHrue BpeMEHHN HAOIIOICHUS PETUCTPUPOBAIICS CHHYCOBBIN
putm. UYCC B mnpenenax Bo3pactHou Hopmel. [ 1,30(ropma).
HamkenynoukoBass M JKEJIYJIOYKOBas HKTONMHWYECKas aKTUBHOCTb HE
oOHapyxxeHa. Yoaunenue unmepeana QT 0o 480 mcex 6 meuenue 2uacos
16 mun.

TpeamMuin — TeCT: TOJNECPAaHTHOCTh K (DU3MYECKOM Harpy3Ke HHKE
cpeaHer. Peakumsi  reMOJMHAMHUKM  Ha  (DU3HMYECKYHD  HArpysKy
runotoHnyeckas. Yummaenue uarepBana QTc om 46000 480 mcek.



KoHcynbTalyu crieruaiucToB

o Omonapunzonoe — naronorun JIOP-opranos He
BBISIBJICHO; ayJIHOMETPHS B IIPEJEIaX HOPMEL.

* Annepeonoe — OpoHXHaNbHAs acTMa, CTyneHs |,
MEPCUCTUPYIONIEE TCUCHHUE.

 Opmoneo PTI] — HenoCTaTOYHOCTh BEPTEOPO —
Oa3MILISIpHOM apTepUaIbHOM CUCTEMEI Ha (DOHE
HECTAOMILHOCTH LIEHHOI0 OT/eNIa MO3BOHOYHHKA.
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PE3YNIbTATbI UCCNNEAOBAHUA
Bcero npoureHumit 8726831 Bcero sbiaBneHo sapuanTos 22731
OnunHa npoyreHuit |2x151 n.o. BapuaHnros nowne punbrpaumm no |0
MpountaHo Hykneotnaos | 2.33 mapa. 62308bIM KPUTEPUAM NATOreHHOCTH
CpeaHee nokpbitve | 129.0x

1. Bapuanrsl, spiasiommecst Hanbosiee BeposTHOMH npuuHHOi 3ado0/eBaHus

PeieBanTHLIX BAPHAHTOB HE OOHAPYKCHO

y Bapualnu, HMCIOIIHE O/IHH HIH HECKOJIBKO 3HAYYHMBIX HTPH3HAKOB NATOICHHOCTH

PeieBaHT HBIX BAPHAHTOB HE OOHAPYKCHO

Ja Bapnanru C HCH3BCCTHBIM KJIHHHYCCKHM 3HAYCHHECM

PeieBaHTHBIX BAPHAHTOB HE OOHAPYKEHO

CHHCOK reHoB BXOSIIMX B HCC/IC10BaAHKE

Cunapom yuinnennoro unrepsana QT

KCNQ1, KCNE1, KCNE2, KCNH2, KCNJ2, SCNSA, SCN4B, CAV3




JIMATHO?3

Ha ocHOBaHMM JAaHHBIX T€HETHYECKOTO OOCIEIOBAHUA U HOPMAIbHBIX
IOKa3aTeIey ayIMOMETPUHN ITAllMEHTa, OTCYTCTBHUSA Y POJICTBEHHHKOB
LQT Ha OKI' u ciyyaeB BHE3allHOM CMEPTH B CEMbE, NMEPBUYHBIM
retHe3 ylJMHeHus HHTEepBaga QT MCKJIII0YEeH.

Ocnosnou. Hapyumienue puTMa #H  NPOBOAMMOCTH  Cepala:
yuianHenue uHTepBaga QT (mpuodperennnii). HKo.

Conymcmeyrouuu: bpoHxunalibHas acTMa, CTYIICHb I,
IEPCUCTUPYIONIEE TCUCHHE. HenocrarouHoCTh BepTEOpO-
OQ3MIUIIPHOM apTepHalIbHOM CHCTEMbl Ha (OHE HECTAaOMJIbHOCTHU
NIEWHOIO OT/AEJIa ITO3BOHOYHHUKA.



Tepanus

vITantoram 0,300 mo 1t 2p/neHs.
v KynecaH ¢ kajadeM 1 Marauem 1o 1t 2p/aeHs.
IIpuem JiopaTaguHa ObLJI OTMEHEH.

v Yepes 5 aHeH mocJjie oTMeHbI joparaauHa nposeaeHa IKI:
cunycoBbid put™m, UCCcp. — 72/muH., P-0,10c, PQ- 0,14c,QRS-
0,06¢,QT — 0,380c, QTc — 414mcek (HopMa),< o + 53°, HOpMaAIILHOE
nostoxkenue J0C.

v'Ha (poHe IpoBOAMMOrO JI€UEHHUS CHUHKONAILHBIC COCTOSIHUS,
rOJIOBOKPY)KEHME, KapIMAJITMU HE TIOBTOPSIIUC.



PexoMeHnanum

v HaOmrogeHne meauarpa, KapAuojora, aJuieprojora,
ITyJIbMOHOJIOTA.

v KorTpons 9KI' 1 pa3 B 3 mecsia.
v UCKJIIOUNUTh MpUEM IIpenaparoB, yaauHsomux QT .

v 1lpu BO3HUKHOBEHUSA IIPECUHKOITAIBHBIX 51
CUHKOHNAJBHBIX COCTOAHMU — peructpamusa IKI 1o
OKCTPEHHBIM IMOKA3aHUAM M TOCHUTAIM3ALMS B OTIACICHUE
NETCKOU KapAnOJIOruu U Kapauoxupypruu MHBX.




3a NaUEHTOM  YCTAHOBJICHO  JHUHAMHYECKOC
HAOIIOJIEHUE — OIPOBOAUTCS OOCIICAOBAaHHUE B
KJIMHUKE 1 pa3 B 6 Mec.

MajpuuK IOoJIydaeT KypChl BET€TOCTAOMIM3UPYIICH
Tepalnuy, Oa3UCHYI Tepanuid  OpOHXHAJIbHOM
ACTMBL.

PeOCHOK 3aHMMAETCd B CEKIMH YIIy B PEKUME
03JI0POBUTEIILHBIX TPEHUPOBOK, B XY/I0’KECTBEHHOM
KPYXKKE.

Yonunenue unmepsana QT ne pecucmpuposanocw!!!



Cmoacu60o 3a Baumanue!!




