depepanbHoe rocyaapcTeeHHoe biogxeTHoe obpa3oBaTenibHOE yupeXkaeHUe Bbicuiero 06pasoBaHmn
KpacHoApCKUI rocyaapcTBEHHbIA MeAULMHCKUI YHUBEPCUTET UMeHU npodeccopa B.®. BoiiHo-
flceHeukoro MuHucTepcTea 3gpasooxpaHeHuna Poccuitckoin ®epepaumm

Kadepnpa ncuxonoruum 1 negarornku ¢ kypcom Mo

FeHemu4yecKku demepMUHUPOBAHHbIE
KaHasnaonamuu.

BoironHun: opduHamop 1 2o0a oby4eHus
no crneyuanabHocMu yHKYUOHAAbHAA OUA2HOCMUKQA

BanepuaHosa TambesHa eHHadbesHa

KpacHoapck 2020 200



I'enemuuecku Oéyﬁfl()(f«’lé'l-llible Kanaaaonamuu b

1. Opzanuueckue u cmpykmypHoie 3a001€6aHUA cepoua:
- UbC (80%)
- Kapnunomuonarun

- BpoxxieHHBIE KapIuonaTuu

2. 3aboneeanua cepoua b6e3 Op2aHUYeCcKO20 U cmpyKmypHozo cyocmpama: Ilepsuunvie

IJIeKmpuyecKue 3a001e6aHUA cepoya (Kanalonamuiy)

- kenyaoukosas taxukapaust (KT) u pubpmivtanust xenynoukosn (PXK) -95%

- OpaguapuTMHH

- ACHUCTOJINHN

1. Ilepsuunsie nexkmpuueckue 60ae3nu cepoya (6e3 cmpyKmypHbsIX UIMEHEHUIl)
- CUHIPOM Y uTHHeHHOTO HHTepBana QT
- CHHJIpOM yKOpoueHHoro unTepBana QT
- cunzipom bpyraja - kaTexoaaMuHepruyueckas HoIuMopQHas Kelry 109KOBas TaX uKap/ius
- naponarnueckas XK - HacieacTBeHHBIH cuHApoM WPW
- ceMeliHble popMbl GUOPUILIALINN ITpeicep i

2. Bmopuunsie sekmpuveckue 6one3nu cepoya

- 'KMII

- JKMII

- AITDK

- UTHMJDK

Kanannonamuu - rpynia HacJIeACTBEHHBIX WM PUOOPETEHHBIX 3a00/I€BaHN, BEI3BAHHBIX

HapylieHueM paboThl MOHHBIX KaHAJIOB.



Monuple kaHaIs! — OEIKOBBHIE KOMILICKCBI, BCTPOCHHBIC B M€M6paHy KJIETKU Win €€ Opraneiii,

KOTOPLIC obecrieunBaioT U 36npafrenb1-1 0€ ITPOXOKJACHUEC HOHOB

e SR

OcHoBHast (hyHKIHS HOHHBIX KaHatoB | Ca obecneuenne dpopmuposanns | Na noreHunuana

nevictBus TK

MoTexuMan
LeHcTaus

URS

KT




mHapom yanuHerHoro QT YanuHenwe NA K+, Na+, Ca2+

‘MHAPOM yKOpoYeHHOoro QT Ykopoyenwve NA K+

MHapom Bpyrana CenexktueHOE yrOpOYeHwe M4 Na+
snuKkapaa MK

TIKT 06paTHOS HENPAaRNEHNE aKTUBA LUK Ca2+

CTEHKW HEMYyLOHKOB

s 2, Yeunenne TpaHCcmMypaabHOM AUCNepcni penosspraanitn

o 3. Passurtne T no mexanmamy obpatHoro exoaa (Re-entry)

[TpuunHa HACHEACTBEHHBIX KAHAIONATHII MyTalldK B 'eHaX, KOAUPYIOIHUX OEIKH, OTBEHYAIOIIHE

3a CTpoeHne ¥ PYHKIMIO HOHHBIX KaHaioB (~23 rena, 1350 myTanmit)

1. Tunmunas DKI kaptuna

2. ¢XOHast KJIIMHUYIECKas CUMITTOMATHKA - Buesarnast CMECPTD - Dnu30/bI CHHKOIIE - KT no

tuny torsades de pointes

3. reHeruyeckas Oﬁ)’CJ'IOBJ’Ief"Il"IOC"I‘b (npeﬂMy HCCTBECHHO ay’I‘OCOMHO-Z[OMHH&HTHLIﬁ THIT

H Z'J.CJ'IC,[IOBZH"IMH) v

3HaueHHE KapHOTIOTHHECKUX KAHAIIONATHI SBISIOTCS 0(HON U3 ocHOBHBIX npudrH BCCy

JIeTel ¥ JIUL MOJIOOT0 BO3pacTa 63 OpraHuuecKuX U CTPYKTYPHBIX 3a00/IeBanui cepaua.

Bbi3BaH MyTaumen reHa CACNA1C, koTopeblii pacrionaraetcs Ha 12-i

XPOMOCOME.

- Bpokaennbiii (Hac/IeICTBEHHBIN )



- [IpnobpeTennslil (MpenapaTbl U COCTOSHUS, VJIMHSIOMNE MOTEHIIHAT JSHCTBHSA).
Tune! BpoxaenHoro ykopouensoro QT
1 tun: AyrocoMHo- JoMHHaHTHas ¢opma - cuHapoM Pomano-Yopna

2 THIL Ay"l"()C(')E\'XI-'{(')- peuccCuBHas (1)()pMﬁ - CHHApOM H')KGPB@J’I& u Jlanre. HHJIBC@H&, CBA3aHHAas

C IJIYXOT oM.

Drmmgemuostorust cunapoma LQT B ecpeanem 1 -2 1 10 000 oxono 3000 netampHBIX HCXOZ0B B

rog 1 tar 1:5000-7 0002 v 1, 6 -6 : 1 000, B Januu 1 : 200 000.

[Tonoseie pazinuns namuertos ¢ cungpomom LQT Kputepuu Mysxunnsl XKXenmmner Bospacr
manudecraiuu 8 ser 14 ner Bresannast cmepts 13 stet 20 ner 32% 9% Buesannas cMepTh Kak

MaHu(ecTanus CHHIpOMa.

Ienernka cunapoma ykopodennoro QT - 2 u3 5 nocureneit MyTaHTHBIX ajUIeNIed HE HMEIOT

yasnenus QT - TleneTpanTHOCTD pasHbIX TUIOB pazaudnas LQT 1.

1. yanunenne untepsaia QT Uartepsan QT Bapeupyer B 3aBucumoctd oT YCC n

Kopperupyercs 1o popmyie de Bazett:
2. QTe¢ > 450 mc y My)4HH U > 460 MC y )KeHIIHH
3. QTc > 450 mc + Opaamkapaus win anoManus Mopdonoruu ST

4. 3y6en T pasnoobpasubit (+, - win +) 5. Komruieke QRS u nnrepsan PQ Beerzia B HOpMe.

Kaunuueckue eapuanmut yonunennozo QT:

1. m3omposannoe yuymHenne natepsana QT (40%)
2. cunkone + yanuHenue uatepaana QT (38%)
3. cunkorne 0e3 yumnenus uatepsana QT (11%)

4. ckpbiTas popMa — «HeMoe» , jtlarenTHoe Tedenue (11%)

OcHogeHble Kpumepuu:



1. yaymuenne QT ¢ va DKI nmokost > 450 Mc y My>xuuH U > 460 Mc y KEHITUH

2. NOBTOPSIOLIHECS CHHKOIE

3. mapokcuzmbl XKT torsade de pointes

4. cnyyan BeIaBieHUS yuinHeHus QT y unenoB ceMbu

5. BeIcOKast KoHUeHTpauus ciydacs BC B cembe

Hononnumenvnsie Kpumepuu:

1. BpoX/IeHHAs] HEHPOCEHCOPHAs TIyX0Ta

2. yepeayIolIeecs YBEIMUECHHE 1 CHIDKEHHE aMIUTATy 161 3youa T u Bbicokuii 3y6en U

3. MeJUIeHHbIH cepAeuHbIi puT™ (y AeTeit) 4. maTonornvecKas Kerya0uKoBas pernossipu3aius

BO3MOKHBIE TIPUYHHBI PEryJISIPHO MYOINKYIOTCS 110 JaHHBIM AMepHKanckoro PoHza rno
M3YUCHHUIO CHHPOMA BHe3amHoi apuTMorenHoii eMept (Sudden Arrhythmia Death Syndrome
SADS) :

+ Kapaomuonatun (JIKMIT wnu TKMIT) 1 muoxapautel Curycoas Opagukapans, noiHast AB

- OiI0Kaga
 Hapyuienus 31eKTpoTHTHOr0 oOMeHa
* MeTabosimueckue paccTpoiicTsa

* HuskoOeskoBas gueTa, rojlogaHue

* Orpasnienust pryThio # (hochopopraHnyecKuMmu HHCEK THIM/IAMH
» Buyrpuuepernnble ¥ cyOapaxHOUIAIbHBIE KPOBOM3JIASHHS

« TopMonasibHble HapylueHust ((PeOXPOMOLHTOMA, CaXapHbI 1uaber).




* Antuaputmuueckue npenapats! I, 11 u [V xnaccos -
* Cepaeuno-cocyucteie: AapeHanus, Ddenpun, KaBuHTOH

* AHTHUTHCTaMUHHBIC: AcTemu30, Tephanaaun

* AHTHOAKTEPHATBHBIC: MAKPOIIUJIb U CYIb(haHHIaMHIbI

* [IporuBomansipuittbie

* [IpotuBorpnbKkoBbIE

* [TcuXOTpOIHBIC: TPU- H TETPAINKIHISCKUE aHTU/ICTIPECAHTHI, HEHPOJIETITHKH, AaHTATOHUCTHI

CEepOTOHHHA

* ["acTposnTeponornueckue: Llnzanpun

« Muyperuku: Maanamuy

* Npyrue: Kokaun, IIpo6ykou, ITanaBepun, Anenosun

* BBe/ienne KOHTPacTHBIX IIPENapaToB B KOPOHAPHBIE apTePUN

+ JlekapcTBeHHBIE TTpenapaTbl

« UMiutanTupyeMblii KapinoBepTep-1epudpususTop
« Cumnarudeckast cep/ieyHast JeHepBalys

« Ilpodunaxtrueckoe HazHaueHne Geta-610KkaTopoB HocuTeLaM MyTauuit [Tporsos: [Tpu

3P PeKTHBHOM JICUeHUH 01aronpusTHBIN.

Ozpanuyenus no cnopmy! apuT™uy ¥ ceMeifHbIi aHaMHE3 [1a KaTerOPUUCCKHH OTKa3 OT
aKTHBHOTO CIIOPTa HET OTKA3 OT CIOPTa Ha YCMOTPEHHE COPTCMEHa 110ciie 00CYKICHHS BCEX

BO3MOXHBIX PHUCKOB.

(3




CuHapomMm ykopoyeHHoro QTS nepsoro Tuna obycnoeneH MyTtaumamu B reHe KCNH2 (HERG),
ykopoueHHoro QTS sToporo tuna - B reHe KCNQ1, ykopoueHHoro QT TpeTbero Tuna - B reHe
KCNJ2.

EKTPOPU3NOTIOTHYECKIH (HEHOMEH, XapaKTepH3YIOIMNCS NaTOIOTHUECKHM YKOPOUSHUEM

uHTepBana QT =300 ms.
Jlmarnoctuyeckue xputepun SQTS

- Ykopouenne va DKI" uarepsana QT < 300 -340 mc © DU (unaynupyemMas porpaMMHOiM

crumyssinueit @XK) C 2000 roxa ~ 30 ciyqaes B Mupe.

» Manudgectupyet B Bo3pacte 10 1 roga

¢ DIHA30/1bI CHHKOIIE

e [lepropuueckoe yualieHHoe cepaleOnenue

* Buesannas cMepTh B MOJ1070M Bo3pacTe oT KA

» CeMeiinblit aHaMHE3 BHE3AITHOH CMEPTH B MOJIOJIOM BO3pacTe

» CeMeliHbIi aHaMHE3 HapylieHW puT™a (yuainenHoe cepaueduenue, OII) « Bo3MoxkHbI

CIopajanvcCKue cliydan.

* Unrepsan QT <300 - 340 mc « QTc <320 mc

* [TapokcusmansHas popma OII

« [Tapokcuzmanbuas popma KT u XK

» KopoTtkuit pedpakrepHblil Iepuo

* Boicokuii, CMMMETPUIHBIN, 3a0CTpeHHBIN 3yben T.
Jlnddepennunanpupiit auarnos curapoma ykopouennoro QT ¢

HacsiecrBennble 6osesun ooMena (Gosesus [Homme, ®adpn); Hucrpodun; GeoxpoMonuroMa.

- [Ipenaparb! HanepCTAHKH

- ['unepkanbrueMus



- M'unepranuemus
- 'uneprepmus
- Aumnos

- [ToBelenue TOHYCa 6ny>1<11alomer0 HCpBA.

» UmmmanTpuyeMblii KapanosepTepaegubpumisarop

* AHTHAPUTMHUYECKUE CPEACTBA MO CUTYAIHH (XUHHIWH)

Crernenb pacrpocTpaHEeHHOCTH CHHApPOMa 1oka HesicHa. * B mupe 1 -60 : 10 000 « B Espone 1 :
10 000 » B oauoit u3 obyacreit bensruu 1 Ha 100 000 » B EBporne waine BoisBIsAeTCS Y
MpeaCcTaBUTENEH «KABKA3CKOT0» YTHHYECKOTo TUIa (BBIXOALB! H3 cTpaH Bocrouno#t Espomnsr)
B crpanax toro-socrounoit Azuu u laseaero Bocroka > 5 Ha 10 000, ocobenno B Taunanne, na

......

« He 3apeructpupoBaH y appo-aMepuKaHIEeB

*B 6y11ymeM MOJKHO OKHJIATh 3HAUATETHHBIH pocT unciia AMarnoCTUPOBaHHBIX CIIYTIACB

cuHpoMa bpyraza.

CI/IH);lpOM prra,ua = TICPBUAYHAA QJIEKTpUYCCKAA) Oone3Hn cepana, pasBuBarOIIasncst

BCJICJCTBHE aHOMATBLHOU '_)JIQKTpO(l)H.BI/IOHOF HYECKON aKTUBHOCTHU SIUKap/a npaporo XeEryaouxa

B 0071ACTH BBIHOCAIIETO TpaKTa.

» Manudecranus B Bospacte 30 -40 ner

* Dnuszoasl cunkore ua goue XKT no tuny «upyst» 1 O npeuMynieCTBEHHO B HOUHOE BpEMs
* DNu301b! BHE3ANHON CMEPTH, IPEMMYIIECTBEHHO BO CHE Y HAl[MEHTOB 0€3 OPraHnvecKux

u3menenuit cepaua (93. 3%)

« CynpaBeHTpUKy/IspHble aput™ud, Gudpusnminus npeacepauit (10 -30%),

ATPUOBEHTPUKYJISIPHAS Y3JI0BAs TAXUKAP/IMSL.

Cnemmduueckuit OKI -narrepn npu cunapome bpyrana



* nocTosiHHAs WK TpaH3uTopHas bITHIIT
 noaném cermenta ST (toukun J) BV 1 -V 3
* HHBePTHPOBaHHBIN 3ybenn TBV 1 -V 3

* [IePUO/IHYECcKOe Y UTHHEeHne HHTepBaia PQ
« nnapoxcusmbl KT Bo Bpemsi CUHKOIIE

* «aTIcUNoH» -BoNHa B V 1 B Bue «3a3yOpunb» Ha cerMenTe ST (B 30% cmyuaes).

DKI - «Crionrannsiit narreps» uin «@erorun bpyragay :

* noseitieHue J 3ydua Ha 2 MM 1 6osee

* oTpuuaTeapHbI 3yden T

o cermenT ST B BHjIE €BOJIa M TIOCTENEHHO HUCXOAAmMUKA B V 1 -V 3
* HeT JApyrux (akTopos, KOTOphIe 00bsACHAIOT anomanun DKI

* DKT - IMAaTTCPH IOABJIACTCS B COUECTAaHNH C IIPHUEMOM 6JIOKaTOpOB HaTPUEBLIX KaHAJIOB UJIH 0e3

HEIO

« JloxymenTanbpHoe noaTBepikacHue PXK

« CaMONPOH3BONBLHO OKAHYHBAIOIIAECS TPUCTYTIE! HonuMopguoi KT
« CeMelHBIM aHAMHE?3 BHE3AITHOHN cepaedHoi cMepTH
 Coved-type «cBoj» DKI'y uneHoB ceMbH

® 9HCKTpO(bIBI/IOJIO[‘I/I‘IQCKaﬂ I/IHIIyHI/I6€JI}>HOCTB o CHHKOIIBI WJIM arOHAJIBHOE JBIXaHNE HOYBIO

(b) Hasmune myraiun B rese SCN 5 A epe 0JMH U3 CJIEYIONHX JGHHBIX (A u/vu B):

Ho kaiunuueckoit kKapmune:

* CUMIITOMHBIH (CHHKONAIbHbBIN)



« DecCcUMITTOMHBIN (6eCCHHKONABHBIN )
Ho sviparncennocmu usmenenuit na IKI:
* KJTacCHUECKU (SIBHBIN)

* HHTEPMUTTHPYIOMIMN ¥ JTATEHTHBIN (CKPBITHIN)

Cunopom bpyzada: npeduxmopsl Heo1a20NPUAMHO20 UCXO0A:

* Mysxckoit nmon

o CHHKOIIe NJIM BHE3AITHAS CMEPTh B CEMEHHOM aHaMHE3e

o Criontanupiit moabeMm cermenta ST B otBesenusx V 1 - V 3 B kKoMOMHANKMY ¢ CHHKOTIE

» Criorranusle n3Menenns ST u 1 -DKI tun cunapoma

Crparudukanus pucka npu cuuapoMe bpyraaa

PHcK 0CTaHOBKH cepaua oT poxaenus 10 40 ger CumntoMsl % oT o0IIero uucsa 00JIbHBIX €
cunapomonM Beicokuit Hannuawe wsmenenuit na KT + cunkone 10% Cpennuit Hanmane
Hecriposormposanubix n3venennit na KT 41% Huskuit Orcyrersue usMenenni na OKI' ¢

cuHKorne wim oe3 49%.

dakropsl, HE sBsomuecs peliaomuMe Uit BeieHnst 60JIbHOro ¢ cuHApomMom bpyraja -

Hammure BC B cemeitnom anamuese - Mytaimu B reae SCN 5 A - Pesynsrater DOU.

TproGperennslit cuuapom bpyraga Cocrosaust u 3a6oneBanus, BbisbiBatone Br. St ¢
FHMNEPKATHEMHUS, THIICPKAIbIHEMHS, IeQULIAT THAMUHA, [HICPIapaTHPEOHIU3M,
TUIEPTECTOCTEPOHEMUS, OITYXOJIH CPeIOCTEHHS, APUTMOTCHHAS INCIUIA3HA IIPABOTO JKEITY0UKa,
nepHKapauT, MHAPKT MUOKap/a, creHokap s [IprHiMeTana, MexaHuueckas 00CTPyKIHs
BBIXOAIIETO TPAKTa TPABOTO XKETYA0UKa OIYXOJISAMH HITH IIPU FeMONICPUKapIe,
TpoM60IMOOITHS IETOUHON apTepUH, PacCIauBaroLlas aHeBPU3Ma a0PThl, PA3IHYHBIC aHOMAIIH
LEHTPAILHON ¥ BEreTaTHBHON HEPBHOI CHCTEMBI, Mblieunas AucTpodust JJIomenHHa, aTaKCus
dpejiepyKa. * COCTOSHUE [TOBBIILCHNS TeMIIepaTypbl Tena (GaHu, CayHsl, THIEPTEPMHUS [IPU

OPBU, cresyer n3berarh 030K B )KapKUe CTPAHbI, JUTMTENHHOTO IIpeObIBAHUS HA COJTHIIE).



Cunnpom bpyraaa: nexapcTsa, KOTOpBIC JOMKHBI ObITh UCKITIOUeHB! - AHTHapUTMUKH 1 Cu 1l A
KJaccos: aiimasut, Gurekannnn , 1 C u 1 A wiaccos: a npornadeHOH, TPOKAUHAMHU] -
[TecuxoTporHbie: ceJaTUBHBIC, AHTUKOHBY/IbCAHTBI, HEUPOJICIITUKY, TPU- U TETPALUKIHYECKHE
AHTUJICTIPECCAHTBI, AHKCUOIUTUKY, ITPETIapaThl TUTUS - AHECTETHKH: OyITHBUKaWH, IIponodour -

Jlpyrue: aleTHIXoJNuH, 3)proHoBUH, ankorons , kokauh WWW. BRUGADADRUGS. ORG

CepneuHO-COCYAUCTHIE
sabosiepanus: « BITHIIT, BJIHIIT « I'JDK ¢ ocTpast nmemus Muokapza (IIpu OTCYTCTBUU
octpas TDJIA « apuTMOTeHHas INCTIIA3Us IPABOTO KENMY0UKa * CHHIPOM PAHHEH
PETIONAPH3ALMN KETYOUKOB * MHOKAP/IUTHI * KapauoMuonaruy « 6onesns Yaraca (Chagas)

C/IaBJICHUE OIYXOJIBIO CPeOCTEHHUS BhIHOCSIETro TpakTa [ DK.

Hesponoruyeckue 3abonesanus: ¢ pasmuuanble 3abonepanus LIHC u BHC » nepenosnpoBka
reTepOIMKINYECKUX aHTUIETPECCAHTOB * MBIIeuHas AuCTpodus Jlfommena » atakcus
®punpeiixa « gedunnt uramusa B 1 DnexrponutHeie Hapymenus: * 1Ca 2+ un TK+ ¢

KokannoBast HHTOKCHKALMS * Y TTOXKHUIIBIX MYXYHH KaK BapruaHT HOPMBL

[TpoGbl ¢ aHTHAPUTMHUYECKIMHE TIpeTiapaTaMy B YCIOBHUAX OTJECHHS PEAHUMAIIAH: THIYpUTMAT
(aiimasmuH) 1 Mr/kr HoBokauHaMuz (pokaunamun) 10 Mr/kr dnexkanann 2 Mr/kr. » DOU (ne

SIBIIETCS «30JI0TBIM CTaHAApPTOM ) * ['eHeTHUecKoe TecTHpoBaHue (TOAbKO Y 25%

00OHAPYKUBAIOTCSI OTTIUCAHHBIE MYTalMHN).

- AutHaputMudeckue npenapathl (3¢ dext B 60% ) «cHIMIHAHCKUH raMOuTy

- UKJ1 BoigBienue u o0cjie10BaHUE POACTBEHHUKOB TEX, KTO YMEP BHE3AMHO CPEH ITOJTHOTO

37I0POBBS
- NpeHATATbHAS JMATHOCTHKA B CEMBSX C H3BECTHOM ONpPENEIeHHON IPUYHHHON My TallieH.

Cunapom Bpyrana: pacnpoctpanennocts B PO? ? ? Mockosekuit HUM nepuarpuu u 1eTCKOH
xupyprun Munsspasa P® cosmectro ¢ Mexynapoarbmv oniom cunapoma bpyrana ¢ 1999

roza NpoBOAUT HCCICIOBAHUE PACIIPOCTPAHCHHOCTH CHHAPOMA prra,ua B pOCCI/IﬁCKOﬁ

NMOMYJISIIMH.

g — T'en CASQ2
KOJMPYeT GENOK KATbMOLYINH, MOIYTHPYIOMHUH (yHKIHIO PHAHOAHHOBOTO pENenTopa. Tun
HacyenoBanus pu MyTanuax B rene CASQ2 ayTOCOMHO-PELECCHBHBIN, 00YCTaBIHBACT /10 5%

CITydaeB CHHAPOMA.



HacJIe/ICTBEHHBIN CHH/IPOM, TIPUBOIAIINN K BHE3AMHONW CMEpTH Ha GoHe PHU3UICCKON HITH

IMOLMOHAIBHON Harpy3ku Pacripoctpanernrocts — 1 : 10 000 Briepeie onucan Coumel B 1976

I'.

* Manudectanus B Bo3pacte 7 -9 net

* MyxcKoit mon

» OTCyTCTBUE CTPYKTYPHOTO MOPAKEHUS MUOKap/Ia

* KT, uHayuupoBaHHble CTpeccoM ((PUBUUECKUM WU YMOIUOHATIBHBIM)

* Boicoknii puck BC (30 -50% cmyqaeB B Bo3pacTe 20 -30 net) » BC unm cuHKOME B BO3pacTe
10 40 ner y poacteeHHukoB | simuuu pojactia (B 30% ciyuaer) « Habsmrotenue y HeBposiora B

AHAMHE3C 110 NTOBOAY SITHJICTICUHN WK UCTCPHH.

Purm > 3 noapsin mmpokux xommekcoB QRS (> 120 mc)

» Kak MmuaIMYM JBE paznudHbie Mopgonoruu B 3anmne KT (monmmmopdHsble, IByHATPABICHHBIE)

« UCC > 100 yn/MuH wiu Ha 25% BBILIIE HOPMBL, COOTBETCTBYIOIIEH BO3pACTy
* AV- tucconuanys B 3aJie TaxHuKapIuu

« JIsynanpasnennocts JXXT, ¢ mopdonorueii nonepemennoit BITBJIHIIT u B3BJIHIIT B

o 3asmmel SVT, nmapoxcusmbl PI, Boznukaromume w3omupoBanno uiu B komounamu ¢ KT go,

nocie niau «BHyTpu» 3aima KT,
Turmunenit ckpunuurosbii DK — narrepn npu KIDKT

* IOCTOSAHHOE WJIM TPaH3HTOPHOE YKopouenue unrepsaia PQ (<0, 11 ¢ ) 6e3 apyrux KT

nposiiienuit WPWcennapoma
» Cunycosas Opaaukapus
* Bricokuii nupkaanbiid uaaexc npu XM-OKI'

Juddepennumansuas auarnoctiuka KITXKT « Andersen-Tawil cunapom (ATS): npexonsumii

Muaznocmuxa KIDKT



1. Jlocummromuoe obenenopanue: - DKI - Cyrounoe monutopuposanue DKI - Tpeamuin-tect
(u1st BBIsIBAECHUS ¥ KOHTPOJst Tepanun) - DXO-KI u/wmmn MPT cepaua

2. I'eHeTHyeckoe TECTUPOBAHHE

3. Ilpenaranpras quarsoctuka (HaunHas ¢ 10 -12 Hen. 6epeMEHHOCTH, ONTUMANIBHBINA Cpok 15 -

18 nen. )

« UK JI » B-aapeno6iokatopsl (1oabop 0361 ¢ HCMOIb30BAHUEM HArpy304HOTO TeCTa) *
Perynsproe obcnenopanne kaxape 6 win 12 mecses (DKI™ noxos, CM-OKT', tpenmun-tect)

VckmoanTh (PU3NUECKHE HArpy3Ku
« Xupyprudeckas CUMIIaTHueckas JAeHepBalus cepana.

Ocobennoctu kananonaruii 1. Hacireayiores npenmymectsenHo AD 2. Bricokast KinHugecKast
reTeporeHHocTs (MHOTO CKPBITHIX Gopm) 3. Hecrienmuduueckas KIMHAYECKAs KapTHHA
(exoa¢TBO ¢ srmnercueit) 4. HeBO3MOKHOCTD JIHArHOCTHPOBATE B OTCYTCTBHH AanHbX DK 5.
Bhicokas reHeTHdecKas rereporeHHocTs 6. Huskas nenerpantHocts 7. Koppemsuus
TeHOTHIT/(DEHOTHII €CTh y MAJIOTO KOJIn4ecTBa reHotunoB 8. Myranuu de novo: 5 -10% st

LQTS 9. eneTnueckas HeyaoBUMOcTh: 20 -25% s LQTS u 75% juia Br. S

* YCTaHOBUTH npupoay u HaCJICICTBEHHBIH XapaxkTep 3a00JIeBaHUS

* BpissuTh OECCHMITTOMHBIX HOCUTEIEN MYTAlAX B CEMBAX JUIA TTOCIICAYIOIETO O6CJI€I[OB&HI/U{,

HaOI0Ae NN, BLIOOPA TAKTHKH JiedeHust M IpoguiakTika KA

* BeisiBUTD CyOKIMHUYECKHE POPMBI Y POJICTBEHHHKOB OOJIBHBIX
« CrpatuuumpoBath puck QaTaabHbIX aputMuii u BCC

* Bribpars HHAMBUAYATIBHYIO TAKTHKY JICUCHHS

¢ HH(I)O}’)NLHP(’)B’C\TB OONBHBIX U CKPBITBIX HOCHUTENENH O BO3MOKHOCTSIX nepenadu IeTiam

HacJaeJICTBCHHBIX 3a00JI€BaHUM - TEHETUYECKOE KOHCYJIBbTHPOBAHUC.

)6 | -0l TMHUH - BBISIBUTH

POICTBEHHMKOB € TAKHM ke 3a00JIeBAHHEM, KaK U ITPOOAH - MOLyYHTh HHPOPMALHIO,
HEOOXOMMMYIO ISl IEPBUYHOTO JMarHo3a podania, Habmoas 3a pasHbIMY (hasaMu Pa3BUTHS
3a607eBaHHs (BaXKHO B CEMBSIX ¢ PA3HBIMM (PEHOTHIAMH WM M3MCHYHBOK 3KCIIPECCUBHOCTBIO). -

nonoﬁpaﬂ, UHVBUAYAJIBHYIO TCPAIEBTHYCCKYTIO CTPATETUIO B 3aBHCHMOCTH OT T'CHOTHIIA,



BKJIIOYasAd U3MCHCHHUE CTHJIA )KU3HH, JICKAPCTBCHHYIO TEPATTHIO ¥ UMIIJIAHTAIIUIO KapJIuOBEPTEpa-
llC(])HﬁpHIIJ’ISITOpa. - B CJIy4ae 6epeMCHHOC'I‘I/I POACTBCHHUKA C OECCUMIITOMHBIM TEYCHHEM
Oone3nu IJIaHUPOBATDL Cl"lCIll/ld)I/lLICCKOe JAUCITAHCCPHOC HaOJIIOJICHUE, - FEHETHYIECKOE

KOHCYJIbTHPOBAHUCE.

['eneTnueckoe KoHCYAbTUpOBaHUE CeMbsl ¢ BBIIBICHHON MyTanueit de novo: - y npobanja
MyTanus de novo - poaAuTeIH Npodana UMEIOT TePMUHATHBHBIH MO3aUIN3M - ATbTEPHATUBHOE
OTIIOBCTBO HITH HEU3BECTHOE YCHIHOBIeHUE O6caeioBaHre OECCUMITTOMHBIX WICHOB CEMBH:
obs3aresnbao [anupoBaHue ceMby: OMITUMATILHBIN CPOK /10 HACTYIUICHUSI OEpEMEHHOCTH
[IpenaranbHas JMarHOCTUKA: HE SIBJISETCS 0053aTeNIbHON aMHHOTHYECKAs! XXUAKOCTb Ha 15 -18
Hejerne OepeMeHHOCTH obpasell BopcuHOK xopuoHa Ha 10 -12 "enene GepeMeHHOCTH
[Tpenumiutantanronnas renerndeckas guarnocruxa (I11°]1): nenecoobpa3Ha B CeMbsX ¢

BBISIBJICHHBIMU TPUIMHHBIMEA MyTanusamu Xpanenue JIHK

* Bonbble ¢ HacneacTBeHHbIME JKA COCTABIISIOT IPYIITY BBICOKOTO prcka passutus BCC u

HYXJIAIOTCs B CHEUHAIU3HPOBAHHBIX METOAaX JAHAIrHOCTUKH JUT ONPEICTICHUsl CTCIICHU PHCKa.

° Bb]60p HanOoJiee aAeKBATHBIX METOHOB JICUCHHS HEOOX0AUMO IIPOBOJUTDH € YHUCTOM

WHIUBUAYAJILHBIX TECHCTHYCCKUX 1 (bCHOTPIHI/I‘IQCKHX 0COOEHHOCTEH,

* BhIsBIICHHE «OTHOCHTENILHO OIarONPHSATHBIX» MyTallui TpeOyeT akTUBHOTO HaOIIOAeHNs U

HasHauenuss AAT

* BrIsiBriCHNE «3/710KaY€CTBEHHBIX» I\/l}"’T‘aLIH’i/JI ’l‘peﬁye'r HCITOJIb30BAHMUSA I/IKI[ B pEXUME

huznoaornYecKoi cTumMy iUy + HazHadenue AAT

* BrisiBnenue OAHOBPEMECHHO JIBYX H bonee M}/'TaIIH.ﬁ B OJIHOM I'€HE MOXET paccMaTpuBaTbhCia

KaK ocHOBaHue U1 ucnoap3zoBanus MK/



CRucox ucnoib3yemoii iumepamypbol:

1) Ilepsuunvie (demepmunuposantsie) 3a60ae6anus NPOBOOAIYEU CUCMEMDI
cepoya u Ux 63aUMOCE3b ¢ HAPYUEHUAMU QYHKYUU HAMPUEBO2O KAHANA.

2005 200.
Anoepcon A. I

2) Hounvie kananol u ux poiv 8 HapyuieHuu pumma cepoya. 2014 200.
boxepus O. JI., Axobexos A.A.

3) Mnocoeennvie apummuyeckue CUHOPOMbL. OM MOJIEKYAIPHO-2EHEMUUECCKUX

acnexkmoe k nocmenu boavrozo 2016 2 T'oayxosa E.3., I'pomoea O.H.,

Lllomaxoe P.A., Bynaesa H H., boxepus JI.A.



PeyeH3us:

DenepallbHOE rOCYy1apCTBEHHOE OI0KETHOE 00pa30BaTeIbHOE YUPEXKICHUE BBICIIIETO
obpaszoBanus «KpacHOsSpCKUi roCy 1apCTBEHHBI MEIUITMHCKAN YHUBEPCUTET HMEHH
npogeccopa B.-®. BoitHo-Scenerxoro» MuUHUCTEpCTBA 3paBOOXpaHEHUS
Poccuiickoit ®enepaumu.

Kadenpa xapauonoruu, GpyHKIHOHAIFHON M KIIMHUKO-Ta00paTOPHOM THArHOCTHKH
1518(0)

Peuensus Ha pedepar oparHaTopa NEPBOro rojga 00ydeHHs CIIEIHATEHOCTH
«DyHKUIHOHAIbHAsA JUarHocTrka» Banepuanosoit TaTesHbl I eHHaIBEBHEI ITO TEME

«I'enemuuecku 0emepmuHuUpoOBAHHbII KAHAIIONAMUNY

B nacmoswem pegpepame pacckazvieaemcs 0 maxkux NpUYUHAX 6He3aNHOU CepOeyHOU
cMepmu Kak 2eHemuyecku 00yCl06NeHHble HAPYUIeHUS NPOBOOUMOCMU HA NpuUMepe

CUHOpoMa  YOIUHeHHo20 U  ykopouyewHozco  QT,  cunopoma  bpyeaoa,
Ka'rexonaMm-Iepmqecxoﬁ >1<enya0ln<osoﬁ TaXUKapAuu.

Ha mou 6327140, mema packpeima XO0powio: pacckasaHo O 2€Hax, 6 KOMOpblX
npou3owIU  Mymayuu HNpu OAGHHBIX namono2usx, npueedenvl IKI-npuznaxu,
PazIudHble KN1accupurkayuu OaHHbIX CUHOPOMOSB, KIUHUYECKUE NPOABNEHUS U CROCODbL
UxX Ne4eHus.

Buisenenvt obwue nonoosicenus ons 6cex ceHemudecku 00ycl061eHHbIX KAHANONAMULL.
Pacckazarno o neobxooumocmu 2eHemuuecko2o KapmuposaHus OAHHbIX NAYUEHMOS.

O1neHOYHBIN KpUTEpUH [Ton0 XU TENTBHBIN/ OTPUIIATEIBHBIN

1.CTpyKTypUpOBaHHOCTb

2.Hanuume opdorpaduueckux omuOoK

3.CoOTBETCTBHE TEKCTa pedepara ero TeMe

4. BnaneHue TEpMHHOJIOTHEH

5.ITomHOTA ¥ IITyOMHA PaCKPHITHS OCHOBHBIX
MMOHATHH

6.JIorHYHOCTH OKa3aTeIbHOM 0a3nl

7.YMeHeHHe apryMeHTHpPOaTh OCHOBHBIE
TIOJIOXKEHHSI U BHIBOIBI

8pr1" HCIIOJIB30BAaHUA U3BCCTHRIX HAYYHBIX
HCTOYHHUKOB

9.YMeHue caeaTh 001Ul BRIBOI




	doc01414220210110193612.pdf
	img765.pdf

