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@oH/ OLIEHOYHBIX CpelcTB AUcUUILINHBI «[lopaxkeHue cepaua mpy HacIeICTBEHHBIX
3a00jIeBaHUSAX» TOArOTOBIEH Ha Kadeape GakyJIbTETCKOM M NaUIMATUBHOU
neauatpun @I'bOY BO BIMY um. H.H. bypaenko Munsapasa Poccun aBTopckum
KOJUIEKTUBOM:

Ne damunus, Umsi, OTuecTBO YuyeHasi cTeneHb, 3anumaemast OcHOBHOE MeCTO
y4eHoe 3BaHHe AOJIKHOCTh padoThI
1 Jlennena Bepa CepreeBna J.M.H., JTOIICHT 3aB. kapenpoit, | Kadenpa ¢akympreTckoit
npogeccop u MAJUTHATUBHOM
neIuaTpun
2 VneauoBa JlronMuna BnaguMupoBHa | A.M.H., JIOLEHT npodeccop Kagenpa dakynbrerckoit
u MaJIJIMaTUBHOU
nenuaTpun
3 IOposa Hpuna IOpreBHa K.M.H. JIOLIEHT Kagenpa dakynbrerckoit
u MaJIJIMaTUBHOU
HeAUaTpun
4 Kopocan Enena liBaHoBHa K.M.H. ACCHCTEHT Bpau-nenuatp, Bpau-
JIETCKUI KapAnOJIorT, Bpad
(yHKINOHATBHOM
nuarHoctuku MIL «llentp
COBPEMEHHOW MEHATPUI»
5 Konomankast Bukropust BanepbeBHa ACCHUCTEHT Kadenpa daxymprerckoii
u NaJUIMATUBHOMN
eAnaTpun

@DOH/JT OLICHOYHBIX CPEJCTB OOCYXKJIEH Ha 3aceaHuu Kadeapbl GakyIbTeTCKOM
n naumatuBHor neauatpun GI'bOY BO BI'MY um. H.H. Bypaenko Munznpasa
Poccuu «27» oxts0ps 2025 r., mpoTtokoi Ne 4.

®doH1 OLIEHOUHBIX CpeAcTB 000peH Ha 3acenanuu [IMK ot «18» Hos6ops 2025
rojaa, npotokoia Ne 2,

HopmaTtuBHO-TIpaBOBBIE  OCHOBBI  pa3padOTKM M pealu3aluu  padouei
POTPaMMBI TUCIUILIHHEI (MOTyJIs ) \IPAKTUKH:
1) ®enepanbHbli TOCYJApPCTBEHHBIM 00pa30BATENIbHBIM  CTAHAAPT  BBICIIETO
oOpa3zoBanus 1o crnenuanbHoct 31.08.13  [erckas kapauonorusi (ypoBEHb
MOJATOTOBKHM KaJpOB BbICIIEH KBaNH(puUKaLKK), yTBepkaeH [Ipukazom MunucrepcTsa
oOpazoBanus u Hayku P® ot 25 aBrycra 2014 r. N 1055.
2) Ilpukaz Munatpyna Poccum ot 14.03.2018 Nel39m "OO6 yTBepkIeHUH
npodeccuoHanbHOro cranaapra «Bpady - neTckuit Kapinoyior».
3) OO6mias xapakTepucCTHKa O0Opa30BaTEIbHONW MPOTpaMMBbl MO CHEIUATBHOCTH
31.08.13 JleTckast KapAuOJIOTHSI.
4) VYueOHbli TIaH oOpa3oBaTeIbHOM mporpamMMmbl mo crneruaibHoctr 31.08.13
Herckas KapAuoJIoTus
5) YcraB u n0KaibHbIE HOPMATUBHBIE aKThl Y HUBEPCUTETA.

© ®I'bOY BO BI'MY um. H.H. bypaenko Mun3zapasa Poccun



1. CoorBeTcTBHE
AUCHHUILIAHE:

KOMIIETEHIUI IUIAHUPYEMBbIM pe3yJbTaTaM OO0y4eHHMs IO

KO}I U HAUMCHOBAaHUC

HpOBepﬂeMbIe pe3yJabTaTbl oﬁyqemm s

OHEHO‘leIe CpeacTrBa TEKyIE€ro

KOMIIeTeHI[UH JAHHOM THUCHMIITHHBI KOHTPOJIS M MPOMEKYTOUHOI
aTTecTaluu
IK-1 I'oToBHOCTP K OCYIIECTBIEHUIO  KOMIUIeKca | [IpoMeskyTouHasi aTTecTalus:
MEpONPUATHH, HAIPaBIEHHBIX Ha coxpaHeHue U | 1. Ompoc
YKpeIJIeHHe 370pOoBbsS M BKIOYAlOmUX B cebst | 2. Tect
¢dopMupoBaHHEe  340poBOTO  OOpasa  ku3HH, | 3. CuryanroHHast (KIMHUIECKAs)
MpeaynpexAeHue  BO3HUKHOBEHMS ®  (WIM) | 3ajgaua
pacmpocTpaHeHHus 3a00JCBaHUN, WX PaHHIOK
JIUATHOCTHKY, BBISBICHUEC MPUYUH U YCIOBHHA HUX
BO3HUKHOBEHUS M pa3BUTHs, a  TaKKe
HATIPABJICHHBIX HA YCTPAHCHUEC BPEIHOTO BIUSHHS,
Ha 3JI0pOBbC 4YeNOBEeKa (HaKTOPOB CpEIbl €ro
oOuTaHus
nK-2 lotoBHOCT, K mpoBeneHUto npodmiakTuieckux | [IpoMeskyToUYHAsSK ATTECTAIUS:
MCIUIIMHCKAX OCMOTPOB, JHCHAaHCEepH3alluk H 1. OHPOC
OCYIIECTBJICHHIO JICTIAHCEPHOTO Habmioenus 3a | 2. 1€CT
JIETBMH 7 TIOAPOCTKAMH 3. CuryarmoHHas (KJIMHHYecKas)
3agayda
IK-5 loToBHOCT, K ompenencHuio y mnanueHToB | IIpoMeskyTo4YHAsI aTTeCTAIMSA:
[ATONOTMYECKUX COCTOSIHMIA, cumnTomos, | 1. Onpoc
CHHIPOMOB 3a00JIeBaHUN, HO30JIOTHIECKUX (HOPM B 2. Tecr
COOTBETCTBHH C MeXIyHapoAHOH CTaTHCTUYECKON 3. CuryarmonHas (KIHHHYECKas)
Kkiaccuukanueit 0one3neil u mpodieM, CBI3aHHBIX sajiata
CO 3/10pOBbEM
IK-6 ['OTOBHOCTh K BEJCHUIO M JICYECHHIO MalueHTOB, | [IpoMeskyToOUYHASI aTTECTAIMA:
HY)XKJTAIOIIMXCS B OKa3aHUH Kapnﬂonomqecmﬁ 1. OHPOC
MEIUIIMHCKOM ITOMOIIN 2. Tecr
3. CuryanmoHHas (KIMHUYECKas)
3agada
K-8 I'oTOBHOCTB K IPUMEHEHHIO NPUPOAHBIX JIeueOHbIX | [IpoMelkyToUYHAsSI aTTECTAIUS:

(haKTOpOB, JIEKAPCTBEHHOHN, HEMEIUKAMEHTO3HON
Tepanuu W JpYyrux METOJA0B Yy HOanueHTOB,
HYXJA0IKnXCcsa B MeHHHHHCKOﬁ pea6I/IHI/ITaLII/II/I nu
CaHAaTOPHO-KYPOPTHOM JICHECHUU

1. Ompoc

2. Tect

3. CuryanmoHHas (KIHHUYECKas)
3aja4a

2. OueHoYHbIe CPeACTBA OCBOEHUS YUeOHOM TUCUMIINHBI

2.1. Texkymwuii KOHTPOJb OCBOEHHUS OOYYAIOIMMHUCA MPOTPAMMHOTO MaTepHaia
y4eOHOM AUCIUIUIMHBI UMEET CJICIYIONINE BUIBI:

Onpoc (yCTHBII, MACHbMEHHBbII)

Komnerenuusi/u: IIK-1, IIK-2, IIK-5, IIK-6, I1K-8

Tema: [lopaxkenue cepiia npu HEUPOMBITIIEYHBIX 3a00eBanusix (Yactsp 1)




Bomnpoc 1

Kakue 0OCHOBHBIC THUIIBI KApIMOMHOIIATUI BCTPEUYAIOTCS IPH HEPBHO-MBIIIICYHBIX3a
ooneBanusx? [IpuBenure 2—

3 mpumepa 3a00aeBaHNM, aCCONMUPOBAHHBIX C KaXKIBIMTUIIOM.

— OTBeT:

o JlunaranuonHas kapauomuonarus (JAKMII) —
XapakTepHa JJig MbIIIeuHOUucTpoguu JlromeHHa, HEKOTOPIX MOSACHO-KOHE
YHOCTHBIX MBIIIEYHBIX aucTpoduii,atakcuu Opuapeiixa.

o T'uneprpoduueckas kapauomuonarus (I'KMII) —
BCTpEYaeTCsl P MUOTOHUYECKOUIUCTPOoPUU 1-r0 U 2-ro TUMOB, MBIIIICYHON
nuctpodun dDmepu—/peridyca.

e ApPHTMOreHHasl AUCIIA3MSA NPABOIO0 KEJYyI0YKA —
onucaHa MpU HEKOTOPBIX (POpMaxBPOKIEHHBIX MUOIIATUH.

O6GocHoBaHMe: TUN KapAUOMHUOIIATUN 3aBUCUT OT T€HETUUECKOTO JIeeKTa U maTor
€HE3a0CHOBHOTO 3a00JI€BaHUA.

Bomnpoc 2

HazoBute 3 Hanbomnee pacrpocTpaHEHHBIX HEPBHO-MBIIICUHBIX 3a00JI€BaHUS, IPUK
OTOPBIX BBICOK PUCK BHE3AMMHOW CEPJICUHON CMEPTH. Y KaKUTE KIFOUEBbIE MEXaHU3
MBIPa3BUTHUS KU3HEYTPOKAIOIIUX APUTMUN MPU ITUX MATOJIOTHSX.

— OTBerT:

1. Mpimeunasi nucrpopus Jromenna —
porpeccupyronas AujiaTalluoHHasKapAnoMuonaTus, uopo3 Muokapaa, Ha
PYIICHUS] aTPUOBEHTPUKYIISIPHONTTPOBOAMMOCTH.

2. Muotonnyeckasi qucTpodus 1-ro tuna —
¢ubpo3 npoBoasALIEH CUCTEMBI, OJIOKABIBBICOKON CTETIEHH, JKENy10YKOBbIE
apUTMUH.

3. Artakcus ®puapeiixa —
runepTpodudeckasi KapAUOMHONATHS C OOCTPYKIIUEHBBIHOCAIIETO TpakTa JI
K, mapokcusMalibHbIE KETYJOUKOBBIE TAXUAPUTMUHU.

MexaHu3Mm: gereHepaTUBHbBIC U3MEHEHUSI B MUOKapAe U MPOBOASAIICH cucteme —
ANEKTpUUYECKasi HECTAOUILHOCTh — (haTallbHbIC APUTMUM.

Bonpoc 3

Kakue MeToibl TMarHOCTUKUA PEKOMEH0BAHBI JJIsI CKPUHUHTA KapAUadIbHOU MaTOJ
OTHH yHAlIMEHTOB C HEPBHO-MBIIICUHBIMU 3a00sieBaHUsAIMHU? OO0CHYITEe HE0OX0 U
MOCTBKaXJ0T0 METO/1a.

— OT1BerT:



duextpoxkapauorpapus (AKI') —

BBISIBIISIET HAPYIICHUs] pUTMa, POBOAMMOCTH,TUTIEPTPOPHIO OTACIOB cepAlla
Ixokapauorpagus (IxoKI') —

OLICHUBAET CTPYKTYPY U GYHKLUIO MHOKapAa,ppakinio BEIOpoca, HAIUYUE O
OCTpYKIUU.

MarnutHo-pe3onancHas romorpagpus (MPT) cepaua —

JeTanu3upyetr GuOpO3HbIEU3MEHEHHUS, 0OYaru HEKpo3a, aHAaTOMUYECKHUE aHOM
aJuu.

XoarepoBckoe moHuTopupoBanue IKI' —

($uKcUpyeT NapoKCU3MalIbHbIE apUTMUN,0COOCHHO Y TALIUEHTOB C CUHKOIIE.
I'eHeTH4YeCcKOE TECTUPOBAHHE —

INOATBEPKIAET IUATHO3, IPOTHOZUPYET PUCKKAPAHAIBHBIX OCI0KHEHUN.
OO0ocHOBaHMe: KOMIUIEKCHBIN MMOJIX0/1 MO3BOJISIET PAHO BBIABUTH MMATOJIOTHIO
Y HAYaThKapAUONPOTEKTUBHYIO TEPAIHIO.

Bonpoc 4
OnuimmTe nmaToreHe3 MopaXeHUs cepara IMpyu CIHHAIBHON MbledHo# atpoduu (C
MA) | ull Tunios. Kakue DKI'-ipu3Haku TUTTHYHBI TSI TUX MAIIUSHTOB?

— OTBerT:
IIaTorenes:

aTpodusl IbIXaTEIbHBIX MBIIII U CKOJINO03 —

XPOHUYECKAs TUIIOBEHTUIIALMS — JIErOYHAs TUIIEPTEH3US —
Ieperpy3Ka mpaBoro Keaya04yka;

reHeTUYeCKui eekT — HapylieHHe UTOCKeNeTa Kap IMOMHOIIUTOB —
JTUIATAllMOHHAS WUJTK TUTIEpTpodruUYecKas KapAuOMUOTIATHS.

IKI'-npuznaku:

MPU3HAKK TIEPETPY3KHU MPABOTO Kemynouka (Beicokuit R B V1, rmy6okuii S B
V6);

OJi0kaza mpaBoi HOXKKM Tydka ['uca;

YIUIOIICHUE UM WHBEPCHs 3yO1a T B paBbIX TPYIHBIX OTBEICHUSX.

Yacrora: kapauomuonatus BeisiBisiercs y ~40 % manuentoB ¢ CMA |11 Tunos.

Bompoc 5

Kakue kapauonpoTeKTUBHBIE CTPATETHH PEKOMEHIYIOTCSI TPU HEPBHO-MBIIIIEYHBIX3
a00JICBAaHUAX C BEICOKMM PUCKOM Kapauomuonatuu? [IpuBenure npumepsl mpermap
aTOB MUX I1eJICBbIC d(PHEKTHI.

— OTBeT:



1. Aarnouropsl AII®/capransl (3Hananpui, Jio3apTaH) —
CHUYKAIOT IOCTHArPy3KY,3aMeJISIIOT PEMOAEIMPOBAHNE MUOKAPAA.

2. bera-06JjokaTopsbl (0MCOMPOIION, KAPBEIUIO) —
YMEHBIIAIOT CUMITATHYECKYIOCTUMYJISIINIO, aHTUAPUTMUYECKHUM 2P PEKT.

3. AHTAarOHHCTHI MHHEPAJTOKOPTUKONAOB (CIIMPOHOJIAKTOH) —
IpPOTUBOPUOPOTHUECKOEACICTBHE.

4. AHTHAPUTMHUKHU (AMUOJAPOH MPH JKEITYJOUKOBBIX aPUTMUSIX) —
CTaOMIM3aIus puT™MA.

5. UMniaHTanusi kapauoBepTepa-aeduoépuiasTopa —
npoduIaKTUKA BHE3AMHOWCEPIEUHON CMEPTH IIPU BHICOKOM pUCKE (paTaibH
bIX APUTMHUM.
KiiroueBoe nmpaBuii0: Tepanus 10KHA HAYMHATHCS 10 TOSBIICHUS KIIMHUYE
CKUXCHUMIITOMOB CEpPACYHON HEIOCTATOUHOCTH, HA OCHOBaHUU AaHHBIX DX0K
I' u Xounrepa.

Tema: Ilopaxkenue cepaiia npu HEUPOMBIIIEYHBIX 3a00JeBaHusax (HacTsb 2)

Bompoc 1

Kakue cnenuduyeckue anexTpokapauorpadhuueckue N3MEHEHUs: XapaKTEePHBI 1AM
noToHn4eckout nuctpoduu 1-ro tuma (6oxe3uu llreitnepra)? OOBsAcHUTE UXTIATOD
U3HOJIOTUYECKYIO OCHOBY.

— OTBeT:
Tunuunabie DKI'-uzmMmenenus:

o yanuHeHnue uHTepBaia PR (> 200 mc) —
IpPU3HAK 3aMe/JICHUs] aTPUOBEHTPUKYIISIPHOUIIPOBOAUMOCTH;
o Onoxana npasoil HOkM nyuka ['uca (BITHIID);
o Hecrenuduueckue u3MeHeHus cermenta ST u 3youa T;
o KEIYJOUYKOBBIE SKCTPACUCTOIIBI, MAPOKCU3MaIbHbIC TAXHAPUTMHUH;
e B TSDKENBIX Cydyasx — IMOJHAS aTPUOBEHTPUKYIIApHas OJ0Kasa.

IHaTodusuonorus:

o JIETEHEPATHBHBIC U3MEHEHHS B MPOBOIAIICH CHCTEME CEep/Illa U3-3a HAKOTUICH
usmatonorudeckux PHK ¢ mosropamu CTG;

e (ubpo3 MuoKapaa, 0COOEHHO B 00JaCTH MIPEACEPINN U MEXKETYTOUKOBOMUIT
EpPETOPOIKH;

o IUCQYHKIHMSI HOHHBIX KAaHAJIOB KapAUOMHUOIIUTOB BCACACTBHE HAPYIICHUS CIT
JIJACUHTarHOB.

Kinnuyeckoe 3HaYeHUe: BHICOKUM PUCK BHE3AMTHOM CepAeYHON cMepTH u3-3a ¢at
aJbHBIXapUTMUM.



Bomnpoc 2
OnummuTe 0COOEHHOCTH MOPAXEHUs ceplla TPy MbIedHoM nuctpodpuu bekkepa.
YeMOHH OTIMYAIOTCS OT U3MEHEeHHH npu nuctpoduu romeHHa?

— OtBerT:
IIpu gucrpodun bekkepa:

o OoJice MO3/IHEE HAYAIO KapAHATBHBIX CUMIITOMOB (00BI9HO mocie 20—
30 ner);

o TpeobragaeT AuIaTAIMOHHAS KapIHOMHOIIATHS ¢ MEIJICHHBIM IIPOTPECCUPOB
aHUEeM;

e PEXe BCTPEUAOTCA TSKETBIC HAPYIICHUS] TPOBOAUMOCTH;

o (ppaxums BeIOpOCA CHUXKAETCS MOCTENEHHO, YaCTO 0€3 BRIPAXKEHHON KIIMHUYE
CKOWCHUMIITOMAaTUKN HA PAaHHUX CTaAUsX.

Ot1auums ot gucTpoduu domenna:

o 1pu J[folmeHHe KapANOMHOIIaTUs pa3BUBaeTcs panbine (k 10—
15 rogam) unporpeccupyert ObicTpee;

e Yy IAUMEHTOB C /[FOLIEHHOM Yallle BOZHUKAIOT KU3HEYTPOXKAIOIINE apPUTMUN
U 0JIOKAJIbIBBICOKOM CTENEHHU;

« 1pu bekkepe pexe TpedyeTcsi UMIUTAHTALUs KapIMOCTUMYJIATOPA HAa PaHHUX
CTaIUsX.

Mexanu3M: MeHee BeIpakeHHast quchyHKIus guctpoduna npu bekkepe —
0oJieeMeJIEHHOE TOPAXKEHUE KapAMOMHUOLIUTOB.

Bonpoc 3

Kaxkue sxokapanorpaduueckne KpUuTeprun UCTIOIb3YIOTCS IS JUATHOCTUKUKAPIUO
Muonatuu npu atakcuu Opuapeitxa? HazoBure moporossie 3HaUCHUS, TPEOYIOITNE
Hayaja Teparvu.

— OtBer:
Kpurepuun IxoKI:

1. T'uneprpodus MUOKapaa JeBOI0 KeJYyA04KAa (TOJIINHA MEXKEITYI0UYKOBO

nrneperopoku > 14 Mmm).

Ymenbiienune ¢ppakuuu Boiopoca JIK <50 % (mHopma > 55-60 %).

3. Imacronmueckasi auchynkuus (otaomenune E/A < 0,8 umu > 2,0 npu pectp
UKTUBHOMTHIIE).

4. O0cTtpykums BoiHOcsmero Tpakra JIZK (rpaguent nasnenus > 30 MM pT. ¢
T.).

5. Pacumpenmne neBoro npeacepaus (riomaab > 20 cm?).

N

Hoporomﬂe SHAYCHUA I HAYAJIA TEePpaIllun:



o OB <50% — nasznauenue unrubutopoB AllD/capranos;

e TpagueHT o0CcTpyKUuuH > 50 MM pT. CT. —
paccMOTpeHHe 0eTa-0JI0KaTOPOB WIMXUPYPTHUECKONH KOPPEKLINH;

o TPHU3HAKHU JUACTOINYECKON TUCHYHKIIMH C CAMITOMAMH 3aCTOMHOMN CepAeUH
OMHEJOCTATOYHOCTH — JUYPETUKH, CEPACUHBIE TJTUKO3U/IBI.

O6ocHoBaHMe: paHHEE BBISIBJICHUE CTPYKTYPHBIX U (DYHKIIMOHAIBHBIX U3MEHEHUHN
MO3BOJISIET 3aMEJIUTh IPOTPECCUPOBAHNE KapAUOMUOTIATHH.

Bomnpoc 4

OO0bsicHUTE, TOYEMY MALMEHTHI C BPOXKAEHHBIMU MUOTIATUSAMHU (HAIIpUMeEP,IIEHTPOS
JI€PHON MUOIATHEN) TOABEPKEHBI PUCKY apUTMHUI Ja)Ke IPU OTCYTCTBUHU SIBHOKKA
PAMOMUOIIATHH. Y KAKUTE KIFOUEBBIE THArHOCTUYECKUE METOBI.

— OtBer:
IIprYuHbI pUCKA APUTMHI:

e TEPBUYHOE TTOPAKCHUE MTPOBOIAIIEH CUCTEMBI CEP/Ia U3-3a TEHETHYECKOTO
nedexra(Hanpumep, mytanuu B reiax RYR1, MTM1);

e HapylICHUE KaJIbIIUEBOTO TOMEOCTa3a B KapAMOMHUOIIUTAX —>
AEKTPUUYECKASHECTAOUIBLHOCTD;

o aTpo(us CKEJIETHBIX MBIIII] — TUIIOBECHTUIISAIUS —
JAErovHasi THIEPTEH3UST — MEeperpy3Ka MpaBbIX OTAEIOB cepiala —
npejcepaHble apUTMUH.

JAnarsocruyeckue MeToAbI:

1. XoarepoBckoe MmouuTopupoBanue IKI' —
BBISIBJICHUE MTapOKCU3MaIbHBIXHAPYIIEHUH pUuTMa ((pUOpUIUISIIUS peacepau
1, KEIyI0YKOBBIE TAXUKAPJUN).
2. DaekTpodusunojiorndeckoe ucciaenopanue (IOU) —
OLICHKA PUCKA MHAYLHPYEMbIXapUTMHUM.
3. MPT cepana ¢ KOHTPaCTHPOBAHUEM —
OOHapyX€eHHE MUKPOCKOTTMYECKUX(PUOPO3HBIX U3MEHEHHUI B MHOKap/E.
4. T'eHeTHYeCKOe TeCTUPOBAHHUE —
NOATBEPkKJAECHUE THAarHo3a U MPOrHO3UPOBAHUEKAPIUATIBHBIX OCI0KHEHUH.

Ba:xHno: naxxe npu HopMmainbHOU IXOKI' y Taknx maliMeHTOB BO3MOXEH BBHICOKUHI P
VMCKBHE3AaITHOW CMEPTHU U3-3a APUTMUI.

Bomnpoc S

Kakue pekomMeHaaImy 1o MOHUTOPUHTY CepAeYHON PYyHKIIUU ClIeAyeT AaBaTh maiu
€HTaMC HelpoMbIliedHbIMU 3a00JieBaHusIMU? CocTaBbTe rpaduk 00CIeI0BaHUMN 11T
s peb&Hka cMblllieuHo auctpodueii J(rormeHHa B Bo3pacTe 8§ JieT.



— OtBerT:
OO01mme pexkoMeHIAIUN:

o exeroanbiii ckpuHUHT OKI' 1 OX0KI' ¢ MOMeHTa MOCTaHOBKH JIMAarHO3a;
o XxoarepoBckoe MoHUTOpupoBanue DKI" kaxapie 1—
2 rojia Wiy MpH MOSBICHUUCUMIITOMOB (TOJIOBOKPYKEHHE, CHHKOIIE);
o MPT cepana kaxasie 3—5 neT s olleHKU Gudpo3a MuoKapaa;
e KOHCYJbTallUSl KapHoJjora He pexe | pasza B roj.

I'paduk nis pedénka 8 et ¢ nucrpodueii Jromenna:

1. Exxeroauo:
o OKI (ouenka unrepana PR, npusnakoB runeprpodpuu JIK);
o OxoKTI (ppakuus BeIOpOCa, TOJMIMHA CTEHOK, JUAaCTOINYECcKast (PyHKIT
Hs);
o OCMOTp KapJIMOJIOTa C ayCKyJIbTallUE€N U OL[EHKOUN TOJIEPAHTHOCTH K Ha
Tpy3Ke.
2. Kaxawble 2 roaa:
o xoarepoBckoe MoHuTopupoBanue JKI' (BbisBIEeHHE OECCUMIITOMHBIX a
PUTMHIA).
3. Ipu cuumzkenun ®B <50 % uiau NosiBJeHUN CUMIITOMOB:
o BHeruiaHoBas 9xoKI';
o MPT cepana;
o paccMOTpeHue HazHaueHuss UHruoutopoB AIID u 6eTa-610KaTOPOB.
4. Tlepen aHecTe3ueill MM XUPYPru4eCKUMHM BMelIATeIbCTBAMM:
o akctpenHaa JKI' u OxoKI' ns ouieHKH pucka KapAualbHBIX OCIIOKHE
HUM.

Tema: [lopaxkeHue cepala Npy HaclAeACTBEHHBIX cuHApoMax. (Yacts 1)

Bomnpoc 1
Kakue kapauoBacKysipHble POSBIECHUS TUIIMYHBI A cuHapoma Mapdana?
HazoBute 3—4 kit0u€eBbIX MPU3HAKA U OOBSICHUTE UX MAaTOTEHE3.

— OtBerT:
Kuarwuesbie nposiBiaeHus:

1. Mpoaanc murpanbHoro kiaanana (IIMK) — u3-3a MukcomaTo3HOM
JIeTeHepalii CTBOPOK U yIJIMHEHUS XOPI.

2. AHeBpHU3Ma BOCXOJAsIIEH a0PThl — BCJICJICTBUE KUCTO3HON MeIUaIbHOM
JIeTeHepallui CTCHKHU aopThl u3-3a nedekra pudpmminna-1 (FBN1).

3. Pacciioenune aopThl — OCJI0KHEHHE aHEBPU3MBI, YIPOKAIOIIEE )KU3HHU.



4. JIlnnaranus KOPHS a0PThl — MPOrPECCUPYIONIEE pACIIUPEHUE, BEYIIEE K
a0pTaAIbHOW HEJJOCTATOYHOCTH.

IlaTorene3: myranus rena FBN1 — napymenue cuntesa ¢pubpummmHa —
c1a00CTh COCTMHUTEIIBHON TKaHU COCYIOB M KJIallaHOB.

Kinnuyeckoe 3HaYeHUe: peryIsipHbIi MOHUTOPUHT AuameTpa aopThl (DxoKI
Kaxapie 6—12 mec.) u mpodHIIakTUKa paccioeHus (6eTa-010KkaTOphl, OTpaHUYEHUE
(bU3UUECKUX HATPY30K).

Bomnpoc 2

Onumure XxapakTep NOpaKeHUs cepAla Ipu cuHapoMe Jiepca-Zlanino
(cocynuctbiii Tun). Kakue AuarHocTUYECKUE METObl MPUOPUTETHBI JJIs1 OLEHKHU
pHUCKa OCJIOKHEHUI?

— OTBerT:
Iopaxenue cepaua:

o AHeBpPHU3MBI U PACCJT0EHUSI A0PTHI/KPYNHBIX COCYI0B — 13-3a Meuinra
xosutarena III tuma (COL3AL).

o Ilpoaancel kK1anaHoB (MUTPATBLHOTO, TPUKYCIUIAIBHOTO) — BCJIEICTBUE
TUIEPATACTUYHOCTH COEUHUTEIbHOTKAHHBIX CTPYKTYD.

o ApTepuasibHbIe Pa3pbIBbl — PUCK (aTAIbHBIX KPOBOTCUCHUH.

I[narnocnmecxme METOABbI:

=

Ix0KI' — orenka nuamerpa aopThl, QYHKIIUH KIANaHOB.

MPT/KT anruorpadgusi — BU3yaIH3alys aHEBPU3M U PACCIOCHU.
3. T'enernyeckoe TectupoBanue — noaTeepxkacHue myranuu COL3AL.
Ba:kHo: nz0eranrie ”HBa3UBHBIX MPOLIEAYP U3-3a PUCKA COCYAUCTHIX
ITOBPEKICHUM.

N

Bonpoc 3

Kakue anekTpokapauorpapuyeckie u CTpyKTypHble U3MEHEHUSI cepaLa
XapakTepHsl 1151 cuHapoMa HyHaH? YKakuTe reHeTUUECKYI0 OCHOBY 3a00JI€BaHUS.
— OtBer:

IKTI -npu3naku:

e OTKJIOHEHHE DJIEKTPUUYECKOI OCH cep/lia BIEBO;
o TPU3HAKHU TUIEPTPOPUHU MPABOTO KEITYT0UKA;
o yanuHeHue u"tepnaia PR (AB-6nokana I cT.).
CTpyKTYpHbIE H3BMEHEHHSI:
e CTEHO3 JIEr0O4HOIl apTepuu (KJanaHHbIA WK MOJKIANaHHbIN);
o runeprpoduyeckas kKapauoMuonaTus (pexe);
o JedekT Mexknpeacepanoii neperopoaxu (JAMIIIT).
I'eneruxa: mytaruu B renax PTPN11, SOS1, RAF1 (curnanbHblif myTh
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RAS/MAPK).
Kannuyeckoe 3HaueHue: HEOOXOIUMOCTh IXOKapAUOTPAPUIECKOTO
CKpUHHMHIA B pAaHHEM BO3pacTe.

Bonpoc 4

Kak nposiBisieTcst mopaxenue cepaua npu cuaapome Teprepa? [lepeuunciaute 3
Han0oJsIee YacThIX BPOKIEHHBIX TOPOKA U OOBSICHUTE UX MATO(PUZUOTIOTHIO.

— OtBerT:

Bpoxaénnbie mopoxku cepana (BIIC):

1. KoapkTamusi a0pThl — CY>XEHHE B 00JIaCTH TIEpeIIeiika, 9acTO COYETACTCS
C IBYCTBOPYATHIM aOPTAIbHBIM KJIATTAHOM.

2. bukycnuaajbHblil a0pTaJbHBII KJIalaH — PUCK CTEHO3a U
HEJO0CTaTOYHOCTH B 3pPEJIOM BO3PaCTE.

3. dedexT me:xxnpencepanoii neperopoaxu (JAMIIIl) — neBo-npaBselil UIyHT,
neperpyska o0bEMOM.
IMaTodusuonorus: xpomocoMuas anomanus (45,X) — HapyuieHue
IMOPHUOTEHE3A CEP/IEUHO-COCYAUCTON CUCTEMBI.
OcJi0:kHeHNsI: apTepualbHasi TUIIEPTEH3Us, CEpACYHAs HEJOCTAaTOYHOCTb,
MH(PEKIIUOHHBIN YHJOKAPAUT.
Pexomenpaumsi: OxoKI' nmpu nmocrtaHOBKE quarHo3a v €XKErogHblii KOHTPOJIb.

Bompoc 5

Kakue xapauanbHble HAPYIICHUSI BCTPEUAIOTCA MPU CUHAPOME Y WIbsiMca (JIeTen st
7q11.23)? OnummuTe UX KIMHUYECKOE 3HAUCHUE U TAKTUKY HAOII0ICHUS.

— OtBer:

KapaunaabHbie nposiBJIeHUS:

1. HaakinanaHHbIA CTEHO3 A0PThl — CYXXEHHE BOCXOJISIIIEH aOpThI U3-3a
rUnepTpoPuu MeIUAIBbHOTO CIOS.

2. Creno3 nepudepnyecknx JErouHbIX apTepuili — IBYCTOPOHHEE
MOPaKEHUE, MOKET BbI3bIBATH JIETOUHYIO TUIIEPTEH3UIO.

3. 'mneprpodus Mmuokapaa — BTOpUYHAs U3-3a OOCTPYKIIUU BHIHOCSIIIETO
TpaKTa.
Kiaunnyeckoe 3HayeHue:

e PHCK CEPACYHOM HENOCTATOYHOCTH;

¢ BEPOSITHOCTh HEOOXOJUMOCTH XUPYPTHUECKONH KOPPEKIIUU CTEHO30B;

o TIOBBILICHHBIN PUCK apTEPUATLHOU TUIIEPTEH3UU B 3PEJIOM BO3pacCTe.
TakTuka HaOaOAEHUA:

o Ox0oKI kaxnawie 1-2 roaa;

e MOHUTOPHUHI apTEPUAIBLHOIO NABJICHUS;

e KOHCYJIbTALIMS KapAUOXUPYpPra IpU IIPOrpeCcCUPOBAHUNA CTEHO30B.
MeHeTuKa: geneuunsa reHa ELN (snactuH) n cocegHUX NOKyCoB.
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Tema: Ilopaxkenue cep/iia Npu HACIEACTBEHHBIX cUHApoMax. (HacTs 2)

Bonpoc 1

Kakue kapanoBacKysipHbIC OCIOKHEHHS XapaKTepHbl s cuaapoma u Jxopmka
(22911.2-nenernus)? HazoBure 3

4 Hanbomee 9acThIX BPOXKIEHHBIX MOPOKA CEP/Ia HOOBSICHUTE UX TTATOTCHE3.

— OTBeT:
Haub6oJee yactoie BIIC:

1. Terpaga ®ajo (cteHo3 néroynoi aprepuu, runeprpodus IDK, IMXKII, ne
KCTPAro3uLIHs a0PThI).
2. O0mmii apTepuaJbHbIi CTBOJ —
€JMHBIA COCY/l, OTXOAIINN OT 000UX KETyTOUKOB.
3. HMedexT Mexxkeay104Kk0oBoi neperopoaku (JIMIKII) —
JIEBO-TIPABbIN LIIYHT.
4. TlepepbIB 1yI'u A0PThHI —
IIpEpPBIBAHUE A0PTAIBHOM yTrH, yacTto B coueranuu ¢ JJMXKII.

IlaTorene3: nenenus ydactka Xxpomocomsl 22011.2 —

HapylIeHUE MUTPALUK KJIETOKHEPBHOTO TpedHs B Ipoiiecce SMOproreHesa —
aHoMaJuu (POpMHUPOBAHUSIMATUCTPAIBHBIX COCYIOB U MEPETOPOJIOK CEpAlIa.
Kinnuyeckoe 3HaueHue: HEOOXOIUMOCTh PAHHETO KapUOXUPYPTrUUECKOTOBMETII
aTeIbCTBA; PUCK MH(MEKITMOHHOTO YHIOKAPIUTA.

JNuarnoctuka: OxoKI' B mepBble THU KHU3HH, reHeTHYecKoe TectupoBanue (FISH
unuMLPA).

Bomnpoc 2
OnummTe 0COOCHHOCTH MOPaKEHUsI cepiia npu cuaapomMe HyHan ¢ Mmyrarueit B re
He RAF1. Uem oHU OTIMUAIOTCS OT KJIacCHYecKoro eHoTumna cuaapoma Hynan?

— OtBer:
IIpu myrauuu RAF1:

« Oosiee BbICOKas yacToTa runeprpopuyeckoii kapanomuonatuu (I'KMII)
— 110 70 % cityyaes;

e paHHEe pa3BUTHE 0OCTPYKIMHU BbIHOCSAIIEro Tpakra JIK;

o TIOBBIIIEHHBIN PUCK KEJIYAOUYKOBbIX APUTMHUIM 1 BHE3AITHON CEPACUYHOU CME
pTH;

e PEXE BCTPEYACTCA CTEHO3 JIErOYHOI apTepPUHu 1O CPABHEHUIO C JPYTUMHU I'e
HOTHUIIAMHU.

OT1in4yus OT KiIaccuyeckoro cunapoma Hyunan:
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« 1npu kinaccuueckux mytarusax (PTPN11, SOS1) npeobnagaer creHo3 IErOYHO
u aprepunu JMIIII, I'KMII pa3zBuBaercs pexe u no3xe;

« wMyTtanus RAF1 accouunpoBana ¢ 6osiee TSHKETBIM KapAuaabHbIM (PEHOTHIIOM
UXYIIITIM TIPOTHO30M.

TakTHuka: exxerogaast OxoKI +
Xonrep-MmoHUTOpUHT DKI' 1114 BBISBIEHUS] apUTMUM.

Bomnpoc 3
Kakue kapauanbHble MpOsBICHUS] THIUYHBI s cuaapoMa Kocremno (myTtamuun HR
AS)?00bsacHUTE UX MTaTO(OU3UOJIOTHIO U PEKOMEHIYeMYI0 TAaKTUKY HAOII0IeHHUS.

— OTBeT:
KapauajabHble nposiBJIeHUs

1. I'uneprpopuueckas kapauomuonatus (I'KMIIT) —
4acTo ¢ o0cTpykuuen BeiHocsmerorpakra JIK.
2. ApuT™MUM —
CYNPAaBEHTPUKYJISIPHBIE TAXUKAPJANUN, SKCTPACUCTOINHU, PUCK CUHIPOMAY IIIN
HEHHOTO MHTepBayia QT.
Bpo:xnénnbie nopoxkun — JIMIXKII, cteHO03 N€rouyHoit apTepuu.
4. MuxkcomMaTo3Has JiereHepanus KJIaNaHOB —
IIPOJIATIC MUTPAJIBHOIO KJIAIlaHa.

w

IMaTopusunonorus: aktusupyromas mytanus HRAS —
runepakTuBanus curiaibHoro nyTiRAS/MAPK —
runepTpous KapaAMOMUOLUTOB U PUOPO3.

TakTuka HaOMI0ACHUA:

o Ox0KI kaxnapie 6-12 mec.;

o OKI u Xonrep kaxapie 6 mec.;

e OrpPaHMYEHUE MHTCHCUBHBIX (PM3UUECKUX HATPY30K U3-3a pUCKA apUTMUH.
IIporno3: BeicOKast MilaJIeHUYE€CKass CMEPTHOCTb U3-3a CEPJIEUHON HEAOCTATOU
HOCTH MAPUTMUM.

Bonpoc 4
Kaxk nposiBisieTcst mopaxkenue cepana npu cuaapome LEOPARD (mytanuu PTPN1
1)?CpaBnute ¢ cunapoMoM HyHaH U yKaKUTE KIOUYEBbIE OTIHYUSL.

— OtBerT:
IMposiBaenns npu LEOPARD:

o runeprpodpuyeckas kapauomuonarus (I'KMII) —
OCHOBHOU MPHU3HAK, 4aCTO COOCTPYKIIHEH;
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aTpUOBEHTPUKYJIAsAPHbIe Oaokaabl (10 11 cT.) u3-3a pubposa npoBosIIeit
CUCTEMBI;

MPOJIANIC MUTPAJIBHOIO KJIANAHA;

pexe — JIMIKII u cTreno3 n€rouynou apTepuu.

Otauyus ot cunapoma Hynan:

npu LEOPARD npeo6nanaer 'KMII, Torna kak npu kiaaccuueckom HyHane
— CTEHO3JIEr0YHOM apTepuu;

st LEOPARD xapaktepHbl TsI2ké/Ible HAPYLIEHUs1 TPOBOAMMOCTH (OJ0Ka
IIbI), YTOPEIKO BeTpedaeTcs npu HyHane;

¢enotun LEOPARD Bkitouaet JieHTUrO (MATHA HAa KOKE), YTO HE CBOWMCTBE

HHO HyHany.

I'eneruka: o0e nmarosoruu Bei3Banbl MyTanusimMu PTPN11, Ho pa3Hbie amien
MOTPENIETAI0T KIMHUYECKUHN CIIEKT.

Pexomenaanus: nocrossHHb DKI'-MOHUTOPHUHT, BO3MOKHAsI UMIUTAHTALUS

KapJUOCTUMYJIATOpa pu OJ0KaJe.

Bomnpoc 5
Kakue cepaedHo-coCyIUCThIC aHOMAIMH BCTPEUAIOTCS IPU CHHAPOME AJbIiopTa(M
yraruu COL4A3/4/5)? OnummmTe X MaToreHes3 U CBI3b ¢ MOYCYHOM MMaTOJIOTHEH.

— OTBeT:
Cepae4yHo-cocyaucTbie MPOSABJICHUS:

1.

N

IIpoaanc murpajbHoro kianana (IIMK) —

u3-3a nedexra komnarena |V tumna BcTBOpKax.

Junaranusi KOPHA a0pThl — pexe, 4YeM Mpu cuHapoMe Mapdana.
ApTepHaJibHAsI THNIEPTEH3UA —

BTOpUYHAs, BCIEACTBUE XpoHUUeckoi Oonesnunoyek (XbII).
I'mneprpodus aesoro xkeaygouka (I'JDK) —

CJIEJICTBHE TUNEPTEH3UU U 00BEMHONIIEPETPY3KH.

IlaTorene3: myTtanuu reHoB Kojuiarexa |V tuma —

HapylIeHUe CTPYKTYphl Oa3albHBIXMEMOpaH MOYEK U KJIaNaHOB cepaua —
TJIOMEPYJIOCKIIEPO3 U KiIanaHHast AUCHYHKIHUS.

CBs3b € I0YCYHOM MATOJOTHEH:

MpOrpecCcUpyroias noueyHas HeJJoCTaTOYHOCTh — akTuBanus PAAC —
runeprensus — ['JIK;

ypeMUYECKHE TOKCUHBI YCYTYOJISIIOT SHIOTETUABbHYI0 TUCHYHKITUIO COCYI0
B.

TakrTuka:

koHTposib A/l (eneBoit < 130/80 MM pT. CT.);

uHruouropsl All®/capransl 15 HEPPO- U KAPAUOIPOTEKIINH;
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e DOx0KI kaxnsie 1-2 rona st onenku [IMK u T'JDK.
Ba:kHo: KapauanbHBIE OCIOXKHEHHS yCYTyOIsItoTCs Ha (DOHE TepMUHAIILHOU
MOYEYHOMHENOCTATOYHOCTH, TPEOYIOIIeH quanusa.

Tect
Komnerenuusi/u: II1K-1, I1K-2, IIK-5, IIK-6, I1K-8

Tema: IlopaxkeHue cepiia npu HEUPOMBITIIEUHBIX 3a00eBanusax (Yactp 1)

BriOepure oquH npaBuJIbHbIM BapuaHT orBeTa. HoMep npaBujibHOro BapuaHnra
OTBETA YKaKUTE HU(PPOIi.

1. Ilpu kaKoM HelpoMbIlIeYHOM 3200/1eBaHNM HANDOO.Iee YacTo
pPa3BUBAaETCHd IWJIATAIIMOHHAS KaPAUOMUONIATHS?
a) MUOTOHUYECKas AucTpodus 1-ro Tuna;
0) mbieyHast nuctpodus roiieHHa;
B) CIIMHAJIbHAs MbllieuHas atpodus I Tuna;
r) HeBpaibHas amuoTpodus [lapko-Mapu-Tyra.
— OtBeT: 0) MbimieuHas nuctpodus JiomieHHa.
2. Kakoii THI KapAMOMHONIATHH XapaKTePeH IJIs MUOTOHUYECKOM
aucrpopuu?
a) TUJIaTallMOHHAs,
0) runeprpoduueckas;
B) PECTPUKTUBHAS;
I') apUTMOTE€HHAs IUCIJIa3Usl MPABOro KEIyI0UKa.
— OTtBeT: 0) runeprpoduyueckas.
3. Uro siBisieTCs BeYIIUM ME€XaHU3MOM Pa3BUTHSA CePAeYHOI
HEI0CTATOYHOCTH NMPHU MbIIIEYHOH qucTpopun Aomenna?
a) ¢pubOpo3 MHOKapAa ¥ MPOTPECCUPYIOIIAsl AUIaTAIUs KaMep;
0) 0OCTPYKIIMS BHIHOCSIIIIETO TPAKTa JIEBOTO KEJIYy0UKa;
B) IEPBUYHOE HApYILIEHHE IUACTOJIMYECKON (DYHKINH;
I') MACCUBHBIN KaJIbIIMHO3 KJIANaHOB.
— OtBeT: a) pudpo3 MUOKapAa U NPOrpecCUpyromias AuiaTaius KaMmep.
4. Kakoii DKI'-npu3nak Hau0oJiee TUNHYEH JJI MUOTOHHMYECKOM
aucrpo¢uu 1-ro tuma?
a) noabéM cermeHTa ST B rpyIHBIX OTBEIACHUSIX;
0) ynmuaenue uHTepBaia PR u 610kaas mpoBOAMMOCTH;
B) maronorudeckuii 3yoen; Q B orBeaenusx I, 111, aVF;
T') CHHAPOM paHHEW penoisipu3aluy KeIy104KOB.
— OtBeT: 0) yammHenue uatepsaia PR u 6i1o0kaasr mpoBOIUMOCTH.
5. IIpu kakoM 3a00/ieBaHNM BBICOK PUCK BHE3AIMHOM cepevYHO CMepTH
U3-32 KeJIyI0YKOBbIX apUTMH?
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a) MplieuHas auctpodus bekkepa;

0) arakcus @puapeiixa;

B) BPOXIEHHAS] MUONIATUA LIEHTPAIBHOTO S1pa;

r) 60one3ns [lapko-Mapu-TyrTa.

— OtBert: 0) atakcust @punpeiixa.

Kakoii MeToa IHATHOCTHUKHU MO3BOJISAET BHIABUTH (PMOPO3HbIEC H3MEHEHUS
MHOKAP/AA NPH HeHPOMBbIIIEYHBIX 00J1€3HAX?

a) peHTreHorpadus rpyJHON KIETKU;

0) MPT cepara ¢ KOHTpacTUPOBAHUEM;

B) CIIUHTHUTpadusi MUOKaP/a;

I') BEJIOIPrOMETPHSL.

— OtBeT: 0) MPT cepaia ¢ KOHTpacTUPOBAHUEM.

. Uro siBJIfIeTCH MOKA3aHNEM K MMILUIAHTAIIUU KAPAMOCTUMYJISTOPA NIPH
MHOTOHHYECKOH TucTpopun?

a) cunycoBad Taxukapausa > 100 yu./MuH;

0) atpuoBeHTpuUKysipHas Osokana [I-111 crenenu;

B) €IMHUYHBIC JKEITyJOUKOBBIE IKCTPACUCTOJIBI;

r) ykopoueHnue untepBaia PQ <120 mc.

— OtBet: 0) arpuoBeHTpuKysipHas 01okana [I-III crenenu.
Kakoii OMoxumMmn4eckuii MapKep NOBBIIIAETCH NMPH MOPAKEHUHA
MHOKApPAA y NAIHEHTOB ¢ MbIIIEYHOU JUCTPOduein?

a) o0 OUMUpyouH;

0) xpeatundocdokunaza (KOK);

B) miesnounas ¢ocdarasa;

) raMMma-TiiyTammiITpancdepasa.

— OtBet: 0) kpeatuHpocPokunaza (KOK).

IIpu kakoi MaToJI0ruM BCTpeYaercs runeprpopuyeckas
KapauoMHonaTus ¢ o0cTpykuuei BoiHOCsAIero rpakra JIK?
a) CHMHaJIbHAsS MbIIeYHas aTpous;

0) arakcus @puapeiixa;

B) MUOIIATHS Y IbpHUXa;

') IUCTalbHAas MUOTIATHSI.

— OtBeT: 0) atakcus Opunperixa.

10.Kakoii npenapat peKOMeHI0BaH JJisl NPOPUIAKTUKH PeMo1eTUPOBAHUS

Muokapaa npu aucrpodun Jromenna?

a) HU(MeTUIuH;

0) sHamanpwu;

B) aMUOJAPOH;

I') BepanaMmuil.

— OtBet: 0) sHananpui (uHrudbutop AllD).

11.Y9T10 BHIABJfAET X0JTEpOoBcKOe MOHMTOpPUpoBaHue JDKI' y nmanueHToB ¢

HelPOMBIIIEYHbIMHU 00JIC3HAMU?
a) TOJBKO AMU30/IbI HIIEMUHU MUOKAP/Ia;
0) MapoKCU3MaJIbHbIE APUTMUU U MAy3bl PUTMA;
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B) IPU3HAKHU TUNIEPTPOPUU TIPECEePInit;
') u3MeHeHus 3yona T npu runoKaJIneMuu.
— OTtBeT: 0) MapoKCU3MaJIbHbIE APUTMHUU U MAY3bl pUTMA.
12 .11pu kakom 3a00/1eBAaHUH NOPAKEHUE CePALa MOKET Pa3BUBATHCSH J1akKe
NP OTCYTCTBHU SAIBHOI MHUONIATHH?
a) LEHTPOsAepHAs MUOMIATHS;
0) muoauctpodus Jlanaysu-Jlexepuna;
B) Oose3nb [lomrie;
I') MUTOXOH/JIpUaJIbHAsi MUOTIATHUS.
— OTBeT: a) HEHTPOsIAepHAs MUOIIATHS.
13.Kakoii 3xokapanorpaduyecKkuii Kpurepuii yKa3pIBaeT HA HAYAJIbHYIO
CTAAUI0 KAPAUOMHUONIATHM PH AucTpoduu Jomenna?
a) ppaxmus Beiopoca JDK <40 %;
0) yTOJILIEHNE MEXKKETYT0UYKOBON Eperopoaku > 14 mm;
B) CHIbKeHUE (ppakuuu BeIOpoca 10 50-55 %;
') pacuIMpeHue JeBoro npeacepaus > 4,5 cm.
— OTBeT: B) CHIXKEHUE Ppakiuu BeIOpoca 10 5055 %.
14 Y10 AiBJAsIeTCA NPUYUHOM JIETOYHOM I'MIIePTEH3MH Y MAIMEHTOB €O
CNIUHAJIBLHOM MbIILIEYHOU aTpoduei?
a) IEpBUYHOE NOPAKEHUE JETOYHBIX COCYI0B;
0) XpOHHUYECKasi TUIIOBEHTUIIALIMS U PEMOJIEIMPOBAaHUE JIETOUYHOMN apTepuu;
B) TpOMO03MOO0JIHS IETOYHOUN apTepuH;
I') BpOXKAEHHBIN MOPOK cepLa.
— OtBeT: 0) XpOHUYECKAs! TUIIOBEHTHIISALINS U PEMOJICIUPOBAHNE JIETOUHON
apTepuH.
15.Kakoii reHeTH4YeCKHH 1e(PeKT Je:KUT B OCHOBE KAPJANOMHUONATHHU NPH
0os1e3nu Ilommne?
a) mytanus rena DMD;
0) nedurut kuciou anbda-riaoko3uaassl (GAA);
B) myTtauus RYR1;
r) nenerus SMN1.
— OtBet: 0) nedpunut kucnon anbda-riaoko3uaassl (GAA).
16.11pn kakom 3a00/1eBaHUN BCTPEYaeTCs COYEeTAHUE KAPAMOMHMONATHH U
HApPYLIEHHUSI MPOBOAUMOCTH C MHONIATHYECKHUM JIMLIEBbIM (peHOTHIIOM?
a) muonuctpodus Dmepu-/peidyca;
0) muotoHus ToMceHa;
B) qUCTalbHAs Muomnatus Muomiy;
r) okyJohapuHTeaibHas MUOTUCTPODHS.
— OtBeT: a) Mmuoguctpodus Imepu-peridyca.
17.Kaxkoii meToa no3BoJisieT a1uddepenunpoars pudpo3 Mmuokapaa ot
KMPOBOI0 3aMelleHUs] TP APUTMOTCHHON AUCILIIA3UU?
a) cranaaptHas OKI';
0) MPT cepaiia ¢ mo3gHuM rajoJIMHUEBBIM YCUIICHUEM;
B) cTpecc-OxoKT;
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') CHUHTUTpadUs C TEXHELHEM.

— OtBet: 6) MPT cepana ¢ mo3aHUM TraIOMMHUEBBIM YCUIICHUEM.
18.UTo siBJIfieTCS MOKA3aHMEM K HA3HAYEHHIO 0eTa-010KaTOPOB NMPHU

HellpOMBbIIIEYHBIX 00J1e3HAX?

a) cuaycoBas Opagukapaus < 50 yua./MuH;

0) runepTpoduueckas KapAUOMHONATHS C OOCTPYKIIHEH;

B) IMOJIHAsI aTPUOBEHTPUKYJIsIpHas OJI0Kaaa;

) uauornarudeckas GuOpUIIALIMS Mpeacepaui.

— OTtBeT: 0) runeprpoduueckas KapAuOMUONIATUS C OOCTPYKIIHEH.
19.Kakoii 1a00paTopHbIii MapKep O0TpPakaeT AKTUBHOCThH

MHOKapAuaJIbHOro udposza?

a) TPONIOHUH I;

0) N-tepmunanbpabIil npoHaTpuityperndeckuid nentua (NT-proBNP);

B) MUOTJIOOUH;

T) JJaKTaTJAEruIporeHasa.

— OtBet: 0) NT-proBNP.
20.Kak 4yacro ciaeayer nposoauthb IXOKI mamueHTam ¢ MbIIIEYHOM

aucrpoduei Jomenna nociae 10 ger?

a) KaxJipie 6 MecsIICeB;

0) eXeroaHo;

B) TOJIBKO MPU MOSBICHUU CUMIITOMOB;

) Kaxjsie 3 roja.
— OTBeT: 6) exerogHo.

Tema: IlopaxkeHue cepiia npu HEUPOMBIIIEYHBIX 3a00JieBaHuAX (YacTh 2)

1. Kakoii Tun apurMumn HanboJ1ee XapaKkTepeH 1Jisi MUOTOHMYECKOH TUCTPO
¢uu 1-roruna?
a) GpuOpMILISIIUS NpeicepInid;
0) mapokcu3MajbHas CyNpaBEHTPUKYIISIpHAS TaXUKAPIUS;
B) JKEJIYJIOUKOBas TaXUKaPJIHs;
I') CHHYCOBas Opaaukapausi.
— OtBeT: a) puldpusaLus npeacepauii (u3-3a pudpo3a mpeacepauit u npo
BO/JISIIIICHCUCTEMBI ).
2. Ilpu KaKoM HelpoOMbILLIEYHOM 3200/IeBAHUM NOPAKEHUE CePAIa MOMKETI
peanecTBOBATh MbIIIEYHOM ciaadocTu?
a) Mpleunas guctpodus JlromeHHa;
0) 6omne3nsb [lomme (uapanTUIbHAS HopMa);
B) CIMHAIbHAs MbIeuHas atpodus |l tuma;
r) muonarus bernema.
— OtBeT: 0) 60ne3np [lomne (nHpanTUIBHAS HOpMa; KapIUOMHUOTIATHS HEP
eKoMaHU(PECTUPYET B MEPBBIC MECAIIBI )KU3HU).
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Kakoii 3xokapauorpaduyeckunii NpU3HAK YKa3bIBAET HA 00CTPYKTHBHY
OrunepTpoQuYecKy0 KApAMOMHONIATHIO P aTakcun Dpuapeiixa?

a) gpaxmus Beiopoca JDK <40 %,;

0) rpagueHT nasieHus B BeiHOcsAmEM Tpakte JOK > 30 mwm pT. cT.;

B) IMJIaTalUsl JIEBOTO Mpecepaus > 5 cm;

) peryprutauus Ha MmutpaibHoM kinanane |l crenenu.

— OTtBeT: 0) rpaaueHT napieHus > 30 MM pT. CT.

. UTo AABJIAETCA OCHOBHBIM MEXaHU3MOM Pa3BUTHUS CepAeYHOH HEJ0CTATO
YHOCTHUIIPU CIHHAJIBbHON Mblme4HO# aTpoduu (CMA)?

a) MpsiMOE MOopaKeHHUe KapAuOMHUOIUTOB;

0) néroyHasi TUTIEPTEH3US U3-3a TUIOBEHTUJISALINY;

B) ayTOUMMYHHO€ BOCIaJIEHUE MUOKAP/Ia;

r') MeTabOJIMYECKUE HAPYILICHUSI B MUOKAapP/IE.

— OTtBeT: 0) n€royHas THOEPTEH3US U3-32 XPOHUUYECKON THIOBEHTUIISALINH.
Kaxkoii Omoxummnyeckuii Mmapkep HaudoJiee cnequ@puyeH /15 MOBPEXKIACH
USAMHOKAPAA NPH HEHPOMbILIECYHBIX 00JIe3HAX?

a) anaHuHaMmuHoTpaHcdepaza (AJIT);

0) TponoHuH I;

B) kpeatuHpochokunaza-MB (KOK-MB);

I') MUOTJIOOUH.

— OtBeTt: B) KODK-MB (oTpaxkaer noBpexaeHue KapAMOMHUOIIUTOB, B T. Y. T
puIUCTpOUUECKUX MPOIECcCax).

IIpu kaxom 3200/1€eBaHNH BCTPEYAETCH COUETAHUE TMIIEPTPOPUIECKOUK
apAMOMHUONIATHH M CUHAPOMA yIUIMHEHHOTO MHTepBaaa QT7?

a) MUTOXOHApuanbHas sHuedanomuonatus MELAS;

0) cunapom bapra;

B) Oousie3Hb JlaHOHa;

I') BpPOXKJIEHHAS MUOMATHS C JUCIPONOPIIUEN TUIIOB BOJIOKOH.

— OtBeT: 0) cunapom bapra (X-cuemieHHoe 3a00j1eBaHne ¢ KapIHOMHUOTIAT
Uel HApUTMUSIMH ).

Kakoii MmeTOa I1MArHOCTHKH MO3BOJISIET OLEHUTH (pUOPO3 MUOKaApAA Yy A
HHEHTOB CMbIIIEYHOM AucTpoduei AomenHa?

a) peHTreHorpadusi rpyTHON KIETKH;

0) MPT cepara ¢ KOHTpaCTUPOBAHUEM TaJOJIUHUEM;

B) ciuHTHTpadus ¢ TeXxHereM-99m;

T) CTpecc-TeCT ¢ J0OyTaMHHOM.

— OtBeT: 0) MPT cepara ¢ koHTpacTUpoBaHUEM (BBISBISET MO3HEE YCUIIE
HHE B30HAX (Ppudpo3a).

. Uro ABJIfeTCSA MOKA3aHUEM K UHMILIAHTAIIUM KapaAuoBepTepa-nedudpu
aaTopa(MK/l) npu HelipoMbIlIeYHbIX 001e3HAX?

a) cuHycoBas Taxukapaus > 120 yua./muH;

0) J)KeJyA0UYKOBbIE TAXUAPUTMHH C TOTEPEN CO3HAHUS,

B) aTpUOBEHTPUKYJIApHas Ojiokana | crenenu;

') €eIMHUYHBIE IPEACEPAHBIE IKCTPACUCTOJIBI.
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— OTBeT: 0) XKeITyJ0UKOBbIE TAXUAPUTMUU C MOTEPEN CO3HAHUS (PUCK BHE3
arHOMCMEPTH).
9. Ilpu kakoM 3a00/IeBaHUH NOPaKeHHe Cepala CBA3aHO ¢ Aepuuutom dep
MEHTAKHCJI0H anbda-rioKo3niasbl?
a) 6one3nr Humanna-Iluka tuna C;
0) 6ose3np ITomrre;
B) 0ose3np ®abdpu;
r) 6osie3Hb [ o111€.
— OTtBeT: 0) 6one3nsb [lomne (rnukorenos |l Tuna).
10.Kakoiit DKI'-mpu3sHak xapakrepeH s Muoguctpopuu Imepu-/Apeiidyc
a?
a) moabEM cermMeHTa ST B IpyAHBIX OTBEIICHUSX;
0) ykopouenue unreppana PQ < 120 mc;
B) OJI0Kaja J1eBoi HOXKKU Myuka ['uca;
) aTpuoBeHTpUKyJsApHas 6nokana |-l crenenn.
— OTBeT: I) aTpUOBEHTPUKYJIsIpHAs Onokana |1—
Il crenenu (yacto TpeOyeTKAPAMOCTUMYJIIATOPA).
11.Yto siBJIfieTCS BeAYIIMM MeXaHU3MOM Pa3BUTHA IUJIATANUOHHONKAPIANO
MHUONATHH NPH MbIIIEYHOH AucTpoduu dromenna?
a) ayTOMMMYHHO€ BOCHIAJICHUE;
0) nepuuut nuctpoduHa — gereHepanus KapJIUOMHUOLUTOB — (PUOPO3;
B) TOKCUYECKOE JEeHCTBHE METAOOIUTOB;
I') BUPYCHOE TIOpa)KEHNE MUOKap/a.
— OtBeT: 0) nedunut qucrpoduna — aereHepanus KapJUOMHUOIIUTOB —
bubpos.
12.Kakoii npenapat peKoOMeHA0BaH sl NPOPUIAKTUKH Cep/ledHOITHe0CTa
TOYHOCTH NpH AucTpoduu JomeHHa gaxe Npu OTCYTCTBUU CUMIITOMOB
?

a) pypocemus;
0) sHananpwI (WIK J103apTaH);

B) aMUOJIapPOH;
') IUTOKCHH.
— OTtBeT: 0) sHananpui/no3aptad (MHruouTopsl PAAC 3amemisitorpeMoien
HMPOBAHUE MUOKaApP/IA).

13.11pu kakom 3a00/1eBaHMU BCTPeYaeTcsl COUeTaHHEe KAPAUOMHUONATHH U K
aTapakTtbi?
a) MUOTOHWYECKas quctpodus 1-ro Tuna;
0) mpimeunast guctpodus Jlannysu-Jlexeprna;
B) BPOXJEHHASI MUOTYOYJIIpHAsi MUOTIATHS;
r) cunapom Perra.
— OTBeT: a) MUOTOHHYECKAS! AUCTpodus 1-ro Thna (Tpuaga: MUOTOHHUS, KaT
apakTa,KapAuOMHUOMATHUS ).

14 Kakoii MeTO/1 MO3BOJISIET BHISIBUTH 0€CCUMIITOMHBbIE APUTMHUM Y NALMEHT
OB CHEelipOMBbIIIEYHBIMH 00J1e3HAMM ?
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a) cranaaptHas OKI' B mokoe;
0) xontepoBckoe MoHuTOpUpoBanue DKI';
B) ’XOKapauorpadus;
') Harpy304YHbIN TECT.
— OtBeT: 0) X0JITEPOBCKOE MOHUTOPUPOBAHNUE (BBISBIISAET MAPOKCU3MAIbHBI
€HapYLICHUS PUTMA).
15.YT10 AiBJASIEeTCA NPUYUHOM JErOYHOM runepTeH3nm y nanueHTos co CMA
| TUna?
a) TpoM00AMOO0IHS IETOYHOM apTepuH;
0) XpoHUYECKasi TUTIOBEHTIIISIIIUSA — TUIIOKCHS — Ba30KOHCTPUKIIHS;
B) MIEPBUYHOE MTOPAKEHUE JIETOUYHBIX COCY/IOB;
I') JICBOXKEIYJ0UYKOBasi HEJJOCTATOYHOCTb.
— OT1BeT: 0) XpOHUYECKAs TUTTOBSHTIIISIITUS — THIIOKCHS —>
BAa30KOHCTPUKLIHUS.
16.Kakoii reHeTH4YecKuii 1e)eKT NPUBOIAUT K KAPAUOMHUONIATUM NIPU CHHAP
omebapra?
a) mytanus DMD;
0) mytauus TAZ (ren tadasuna);
B) nenernus SMNI,
r) myTtanus RYRL1.
— OtBet: 0) MmyTanust TAZ (X-ClerICHHBIN PEelleCCUBHBIN THIT HaCIEA0BaH
us).
17.11pu kakoM 3a200./1eBAHMH BCTPEYAETCSl APUTMOTEeHHAS JUCILIA3HMS MPABO
roKeJyI04Ka ¢ )KUpoBoi nHGUIbTPauMein MUOKapaa?
a) muonuctpodus dmepu-/peidyca;
0) mutoxonapuanbHas muonatuss MERRF;
B) IHUCTajbHas MUoNaThsi Muoiu;
') BPOXKJIEHHASI MUOIATHUSI LEHTPAJIBHOTO s]Ipa.
— OtBeTt: 0) MutoxoHapuaisHas muonartuss MERRF (penko, Ho onucana).
18.Kakoii 1a0opaTOpHbIii MapKep oTpakaeT meperpy3Ky 00MoM U pacTsi
JKeHHMeMHUOKap/a NP cepevHoil HeI0CTATOYHOCTH ?
a) KDK-MB;
6) NT-proBNP;
B) TponioHuH T;
I) JIAKTaTACTUAPOTEeHA3a.
— OtBeT: 0) NT-proBNP (natpuiiypetuueckuii nenTu, CEKpeTUpyeTcs mp
UPACTSKEHUHU CTEHOK JKEITYJOYKOB).
19.Kak uacto ciaeayet npoBoauTsh JKI' nanuesTamMm ¢ MHOTOHHYECKO# TUCT
podmeiil-ro Tuna?
a) TOJIbKO TP MOSIBIICHUU CUMIITOMOB;
0) eXeroaHo;
B) KaXKJible 3 MecsIIa;
) pa3 B 5 Jer.
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20.

Tewma:

— OTBeT: 0) exXeroaHo (1 paHHETO BBISABICHUS HAPYIICHUH POBOAUMOCT
n).

Yro siBJsieTCS MOKA3aHHEM K XHPYPIru4ecKoil KOppeKIHu MopoKa cepail
a MPUHePOMBbIIIEYHbIX 001e3HAX?

a) eIUHUYHBIE YKCTPACUCTOIIHI;

0) reMOJMHAMUYECKH 3HAYMMBIH CTEHO3 WJIM HEJOCTATOYHOCTh KIIAllaHa;

B) CHHYCOBasi apUTMHUSI;

r) ykopoueHue unreppajua QT.
— OTBeT: 6) reMmognHaMmn4ecku

[Topaxenue cepaua npu HacIEACTBEHHBIX cuHapomax. (Hacts 1)

Kaxkoii Tun nopakeHus cepana HauboJiee XapaKTepeH IJIsl CHHAPOMA
Mapdana?

a) NUJIaTaliioOHHAas KapJAUOMHUOTIATHUS,

0) aHeBpU3Ma BOCXOJISIIEH a0PTHI;

B) PECTPUKTUBHAS KapIHOMHOIIATHS;

T') apUTMOTECHHAs TUCIUIA3HUs MPABOTO KETyI0UKa.

— OtBeT: 0) aHeBpU3Ma BOCXOJAIICH a0PThI (M3-32 KUCTO3HOW METUAIBHON
JIeTeHEePaIn ).

IIpu kakoM CHHApPOMeE BCTpeUyaeTcsl HAKJIANAHHBIN CTEHO03 a0PTHI?
a) cungpom HyHnan;

0) cuHJIpoM YUIIbsIMCa;

B) cunjpoM [u JIxxopaxa;

I') CUHJIpOM AJIbIIOPTA.

— OtBeT: 0) cunapom Yuibsamca (nenerus 7q11.23, nedexr rena ELN).
Kaxkoil BpoKIéHHBIN MOPOK cepALa TUIIMYEH AJ cuHApoMa TepHepa
(45,X)?

a) Terpana damno;

0) KoapKTalus aopThl;

B) 00IIMIT apTepHuanbHbII CTBO;

) aTpe3usi JIErOYHON apTepuH.

— OTBeT: 0) KoapKTalus a0pThl (4aCTO COYETAETCS C IByCTBOPUYATHIM
a0PTaJIbHBIM KJIAAaHOM).

Yrto siBJIsieTCS BeAYIIMM MEXaHU3MOM MOPAaKeHUs Cepaua npu
cuHapoMe Jaepca-Jlanao (cocyaucToid Tum)?

a) ¢pubpo3 MuoKapaa;

0) nedext xomarena Il tuma (COL3AL);

B) ayTOUMMYHHOE BOCTIAJICHUE;

') METa0OJINYECKUE HAPYIICHUS.

— OtBet: 0) nedext komnarena Il Tuna (COL3A1) — cmabGocThb
COCYMCTON CTEHKHU.
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5. Kaxkoii IKI'-npu3nak xapakrepeH st cunapoma Hynan?
a) moabeéM cermenta ST;
0) yauinHenue uatepnaia PR;
B) maToJsioruueckuii 3yoern Q;
T') CAHAPOM paHHEN PenosIpU3aLiu.
— OtBeT: 0) yanuHenue untepBaia PR (nmpusnaku AB-6mokanst I cT.).
6. Ilpu kakoM cuHApoOMe BCcTpedaeTcsi runeprpoduyeckasn
KapAMOMHONATHSA ¢ 00CTPYKIMeil BbIHOCsIEero Tpakra JI/K?
a) cunapom Kocreno;
0) cunapom LEOPARD;
B) cunjapoM bapra;
I') BCE NEPEUYUCIICHHBIE.
— OTBeT: I) Bce nepeyuciaeHHbie (Ipu
myTtanusax RAF1, PTPN11, TAZ cooTBETCTBEHHO).
7. Kakoii OuoxuMmn4ecKknii MapKep O0TpaskaeT neperpy3sky o0bémMom npu
cepAeYHOH HeJOCTATOYHOCTH Y NALMEHTOB C CHHAPOMOM AJsbnopra?
a) KOK-MB;
0) NT-proBNP;
B) TPOIOHUH I;
I') MUOTJIOOUH.
— OtBeT: 0) NT-proBNP (moBbImIaeTcst npu pacTsHkeHUU CTEHOK
HKEIYJOYKOB).
8. Uro siBisieTCs MOKA3aHUEM K UMILIAHTAIIUM KAPANOCTUMYJISITOPA NPH
cunapome LEOPARD?
a) CUHyCOBas TaXUKapIusi;
0) AB-6mokana II-III crenenu;
B) JKEJIYJJOYKOBasl DKCTPACUCTOJIHSI;
r) ykopoueHue uarepnaia QT.
— OtBet: 0) AB-0nokana [I-III ctenenu (puck CMHKOIE U BHE3AITHOM
CMEPTH).
9. Ilpu KaKoOM CHHJApPOMe MOPaKeHHe CePALA COUETAETCSI € JIEHTUTO
(mATHAMU HA KOKe)?
a) cunapom HyHaH;
0) cunapom LEOPARD;
B) cuHpoM BubsimMca;
r) cugapoM Ju Jxopaxka.
— OtBert: 0) cunapom LEOPARD (myraruun PTPN11).
10.Kakoii MeTO TUATHOCTUKH MO3BOJISAET BHIABUTH (pMOPO3 MUOKAPAA NIPHU
cunapome Mapdana?
a) peHTreHorpadus rpyJHON KIETKU;
0) MPT cepaiia ¢ KOHTPaCTUPOBAHUEM;
B) CUMHTUTpadus;
I') CTpecc-TecT.
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— OtBet: 6) MPT cepana ¢ KoHTpacTHpOBaHUEM (IIO3/IHEE TaJOIMHUEBOE
yCuJIeHHE B 30Hax (Hpubdpo3a).
11.Y910 AiBJAsIeTCA NPUYHHOM JIETOYHOM IMIIePTEH3MU NIPH CHHAPOMeE
Tepnepa?
a) IEPBUYHOE MOPAKEHUE JETOYHBIX COCY/IOB;
0) KoapkTanusi aopTel — neperpyska JDK — 3acToll B I€rkux;
B) TpoMO03MO0JIHS JIETOYHON apTepUH;
T') BPOKJIEHHBIN IePEKT MEXIPEACEPAHON EPETOPOIKH.
— OTtBeT: 0) KoapkTanus aopthl — neperpyska JIK — 3acToil B 1€rkux.
12.11pu KaKOM CHHpPOMeE BCTpeYaeTcsl COUYeTAHNE KAPAUOMHONATHH U
KaTapakTbl?
a) cunapom Mapdana;
0) cunapom HyHnan;
B) cuHapoM Buibsimca;
r) curapom Ju Jlxopmxu.
— OTBeT: B) cuHIpoM BuiibsiMmca (HaaKIamaHHbIA CTEHO3 a0pThI +
KaTapakTa).
13.Kakoii reHeTH4YecKuii 1e(eKT JIe:KUT B OCHOBE KAPAUOMUONIATHH MPH
cunapome bapra?
a) mytamus DMD,;
0) mytanus TAZ (Tadazun);
B) nenerus SMNI,
r) mytanus COL3AL.
— OtBeT: 0) MmyTanust TAZ (X-CleIICHHBIN PEeIleCCUBHBIN THIT).
14 Kakoii Tunm apurMum HauboJ1ee xapakrepeH ajs cunapoma LEOPARD?
a) GuOpMILISIIUS TPECePIUii;
0) JKeJTy1I0UKOBasi TaXUKaAPIUS;
B) CUHYCOBasi OpaauKapaus;
r) AB-06y10ka/1a BRICOKOM CTENEHHU.
— OtBeT: 1) AB-0110Kka7a BbICOKOM cTenieHu (M3-3a pubpo3a npoBoAsLen
CUCTEMBI).
15.YT10 AiBJSIEeTCA NOKA3AaHNEM K XMPYPru4ecKoil KOppeKunu aHeBPU3MbI
aopTsl Ipu cuHapome Mapdpana?
a) AuaMmeTp aopTsl > 5,0 cm;
0) rpagueHT naBieHus B BeIHOCsIEM Tpakte JIXK > 30 MM pT. cT.;
B) (paxius Beiopoca JIK <50 %;
I') €EIMHUYHBIE J)KEITYJOUKOBBIE SKCTPACUCTOJIBI.
— OTBeT: a) tuameTp aopThl > 5,0 cM (vm ObICTpEIN pocT > 0,5 cM/Tox).
16.I1pu kKaKOM CHHAPOMeE MOPAaKeHNe cepala CBA3aHO ¢ JePUuUUTOM
3JlacTHHA?
a) cuHapoM Dnepca-Jlano;
0) cunapom Bumbsimca;
B) cunapoM HyHan;
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T') CUHAPOM AJbIIOpPTA.
— OtBeT: 0) cunapom Bunbsmca (menenns rena ELN).
17.Kaxkoii meTo mo3BoJisieT 1 depeHIupPOBATH THNEPTPOPHUIECKY IO
KapAMOMHONATHIO OT APYTrUX TUNOB Npu cuuapome Hynaun?
a) crannaptHas JKI';
6) OxoKI ¢ mommieporpadueii;
B) CIIUHTHUTpadusi MUOKaAP/a;
I') HAarPy304YHBIN TECT.
— OtBeT: 0) Ox0oKI' ¢ nonmieporpadueii (o1eHKa rpairueHTa JaBIeHus,
TOJIIIUHBI CTEHOK).
18.YTo siBJisieTcsl MPUYUHOM cep/IedYHO HEJ0OCTATOUYHOCTH NPU CHHAPOMe
Aabnopra?
a) MpsIMOE TTOPAKEHUE KapIMOMHUOIINTORB,;
0) BTopuuHas runepreH3us uz-3a Xbll;
B) ayTOUMMYHHOE BOCIaJICHUE MUOKAp/a;
') METabOJIMYECKUE HAPYIIICHHUS.
— OTtBeT: 0) BTOpUYHAs TUIIEPTEH3US U3-32 XPOHUUIECKOUN OOJIE3HN TTOUEK
(XBII).
19.Kak yacTto cjaenyet npoBoauTs IXoKI' nanueHTam ¢ cHHAPOMOM
Mapddana?
a) TOJIbKO MPH MOSIBIICHUU CUMIITOMOB;
0) eXeroaHo;
B) KaXKJibie 6 MECSIIEB;
) pa3 B 5 Jer.
— OTtBeT: 0) exerogHo (MOHUTOPUHT JUaMeTpa a0pThl U QYHKIIUU
KJIAIIaHOB).
20.ITpu kaKOM CHHAPOMeE BCTPEYaeTCsl COYeTaHue KAPAMOMHONATHH U
MBbIIIEYHOM CJ1a00CTH C PAHHUM Pa3BUTHEM KATAPAKTHI?
a) cunapom Ju J>xopmxka;
0) MUOTOHHYECKAsI AUCTpOoPus 1-ro Thna;
B) cunapoM Kocremno;
r) cunapom bapra.
— OTtBeT: 0) MUOTOHMYECKas TUCTpodust 1-ro Tuna (Tpuaga: MUOTOHUS,
katapakrta, ' KMII).

Tema: TlopaxkeHue cep/iia npu HACJIEACTBEHHBIX cuHApoMax. (Hacts 2)

1. Kakoii Tunn nopoka cepaua HauooJiee Tunu4eH s cunapoma lu zkopaka(2
2911.2-nenenus)?
a) nedekT Mexnpeacepanon neperopoaku (JAMIIII);
0) TeTpaga danno;
B) KOApKTalUsl a0OpThI;
') OTKPBITBIN apTepUaIbHBIN IPOTOK.
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— OT1BeT: 0) TeTpamga @amwio (codyeranue cTeHo3a Jérounou aprepun, JJMIKII, nex
cTpano3uuuu aoptel U runepTpodun I1XK).

IIpu kakoM HacJieICTBEHHOM CHH/pPOMe NMOpaKeHHe cepala coueTaeTcs cxapa
KTePHBIMH JINIEBbIMU TU3MOpdusavu (IIHPOKHUii 100, rumepreaopusm)?

a) cunapom Hynaw;

0) cunapom Buibsamca;

B) cunjpom Kocreno;

I') BCE NIEPEUYUCIICHHBIE.

— OTBeT: I') Bce MepeyucaeHHbIe (KaX/Iblii UMEET CBOM XapakTepHBI (HeHOTHII).
Kakoii OmoxuMu4vecknii MapKep NoBbIIIAeTCS IPH CePAEYHONH HEJOCTATOYHOC
TH YNIALIMEHTOB ¢ cuHapomom bapra?

a) KOK-MB;

6) NT-proBNP;

B) TPONOHUH [;

T) JaKTaTAETUApOTreHasa.

— OT1Bet: 6) NT-proBNP (oTpaxkaeT neperpy3ky 00bEMOM U pacTsKEHUE MHOKAP
na).

Yto sBJseTCA MOKA3aHUEM K UMILIAHTAIIUM KapaAnoBepTepa-1eGuopuLisiTop
a(MK/) npu cunapome LEOPARD?

a) cuHycoBas Taxukapaus > 120 ya./muH;

0) ’KenyI0YKOBbIE TAXUAPUTMHH C IOTEPEIl CO3HAHUS;

B) AB-Onokana | crenenu;

') €IUHUYHbBIE NPEICEPAHBIE IKCTPACUCTOBI.

— OTBeT: 0) )XeIYJOUKOBbIE TAXUAPUTMHUHU C MOTEpPEN CO3HAHUS (PUCK BHE3AMMHON
CMEpPTH).

IIpu kaKoM cHMHApPOMe BCTpPeYaeTcsl COYeTaHUe KAPAUOMHUONATHH M IJIyX0ThI?
a) CUHIApOM AJIbIIOpTa;

0) cunapom Jlxepsemna-Jlanre-Hunbcena;

B) CUHJIpOM Yuiepa;

r) curapoM BaapaenOypra.

— OTtBet: 0) cunapom J[>xepBenna-Jlanre-HunbceHna (ayTocOMHO-PEIIECCUBHBINA,M
yranuu KCNQ1 nin KCNE1L, yanunenue untepsana QT +

HEWPOCEHCOpHAs rIyXxoTa).

Kakoit MeTOJ AMArHOCTHKHU MO3BOJIsIET BLIABUTH MUKPOCKONMYecKue (pudpo3
HbIeU3MEHEeHUs MUOKapaa npu cunapome Hynan?

a) cragaaptHas OKI';

6) MPT cepnaia ¢ KOHTpacTUPOBAHUEM;

B) cuuHTHTpadus;

') CTpecc-TecT.

— OtBeT: 0) MPT cepana ¢ kKoHTpacTupoBaHueM (MO3HEE yCHIIEHHE B 30HaX(hud
po3a).

Yro siBasieTcsa NpUYMHON apuTMuil npu cunapome sxepsenia-Jlanre-Hunbce
Ha?

a) 1eUIIAT KaTus;

0) mytaruu reHoB kanueBbix kaHaaoB (KCNQ1, KCNEL);

B) ayTOMMMYHHOE BOCIaJICHHUE;

I') TOKCUYECKOE MOpaKEHNEe MUOKapAa.

26



10.

11.

12.

13.

— OTBeT: 0) MyTaIuy T€HOB KAJIMEBBIX KAaHAJIOB —

HapylIeHHe penoisipu3anuu — yuiuHenue uatepsaia QT.

IIpu kakoM cMHApPOMe NMOpaKeHHe cepAla CBA3aHO ¢ Ae(puuuToM pepMeHTaAKH
cJioii aab@a-rianKo3uaaspl?

a) 6ose3ns [lomre;

0) 6one3np Padbpu;

B) 0one3ns Humanna-Iluka;

r) 6one3us ['omre.

— OTtBeT: a) 60e3db [lomne (rmukorenos |l Tuma, kapauomuonatus +
MBIIIEYHASICIA00CTB).

Kaxkoii JKI'-npu3nak xapakrepeH 1js cunapoma bapra?

a) moawséM cermenrta ST;

0) ynnuaenue uaTepBana QT;

B) HU3KOBOJIBTHBIE 3yO1bl R B IpyJHBIX OTBEACHUSAX;

T) martonorudeckuit 3yoer Q.

— OTBeT: B) HU3KOBOJIbTHBIC 3yOIIbI R (M3-3a rUnoTpodun Muokap/a).

Yto sBJAsIeTCA NOKA3aHUEM K XHPYPru4ecKoil KOPppeKUnH KOAPKTANUH a0PThI
npucuHapome Tepuepa?

a) rpaaueHT aaBiieHus > 20 MM pT. CT.;

0) ppaxmusa Beidpoca JDK <40 %;

B) €IMHUYHBIE KEITYT0YKOBbIE IKCTPACUCTOJIBL;

T') CHHYCOBasi OpaauKapus.

— OTBeT: a) rpagueHT AaBieHus > 20 MM pT. CT. (TéeMOJUHAMUYECKN 3HAUUMBIICT
€HO3).

IIpu kaKoM CHMHJApPOMe BCTPEYaeTcsl COYeTaHUE KAPAUOMHUONATHH U CKeJEeTHBI
XaHoMaJaui (KH(POCKOJIM03, BOPOHKOOOpa3Hasi TPyAHaA KJeTKa)?

a) cuaapoMm Mapdana;

0) cunapom Dnepca-Jlanmo;

B) cunjipoM JlopeHnca-Myna-bapne-buns;

') BCE MEPEUYUCIICHHBIE.

— OTBeT: I') BCe NepPEUYUCIICHHbIE (KaXKIbli UMEET CBOU XapaKTEpPHbIEC CKEJIETHbIEU
3MEHEHUS).

Kaxkoit MeToa mo3BoJisieT OeHUTHh QYHKIUIO KJIANAHOB MPH HAAKJIANAHHOMCT
€HO3¢ A0PThI Y MALMEHTOB C CHHAPOMOM Buibsimca?

a) peHTresorpadus rpyaAHON KIETKH;

0) OxoKI' ¢ nonmueporpadueii;

B) cuuHTHTpadus;

') Harpy304HBIi TECT.

— OtBet: 0) Ox0KI ¢ gonmueporpadueii (orieHKa rpaJueHTa JaBICHUS, CTCTICHU
CTEHO03a).

Yro siBasieTc MPUYMHONM JIErO4YHOM I'MIIePTEH3UH NIPH CHHAPOMe AJibriopTa?
a) IepBUYHOE MOPAKEHHUE JTETOYHBIX COCY0B;

0) BTOopuuHas runepren3us u3-3a XbIl — neperpyska IDK;

B) TpOMO03MO0IHS IEFOYHOM apTepuu;

') BPOXKIAEHHBIA TOPOK MUTPAIBHOTO KJIamaHa.

— OTBet: 0) BropuuHas runepreHsus uz-3a XbIl — neperpyska [1K —
JIErOYHAATUIICPTEH3UA.
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14. TIpu kaKoM CHHAPOME MOPAKEHHE CEPALA COYETAETCHA C YMCTBEHHOHOTCTAJIOC

15.

16.

17.

18.

19.

ThI0 M XapaKTePHBIMH YepTaMHu JIMLa («JIHLo 3jabpar»)?

a) cunapom Bunbsamca;

0) cuanpom HyHas;

B) curapom Jlu JIxopmxka;

r) cuapom Kocremo.

— OTtBeT: a) cunaApoM BuibsiMca (HaaKIamaHHbIi CTEHO3 aOPTHI +
KOTHUTUBHBICHAPYUIEHUS + (DEHOTHUI «JIULIA 3IIb(ay).

Kaxkoii reneTndecknii fepeKT NPUBOAMT K KapAuOMUonaTuu npu cuHapomeK
ocTes10?

a) mytarus HRAS;

0) mytarust PTPN11,

B) nenemust SMN1;

r) mytarus COL3AL.

— OtBeT: a) myranus HRAS (akTuBupyromias, runepakruBanus RAS/MAPK-myt
u — ['KMII).

Yro sBJsIeTCH MOKA3aHMEM K HA3HAYEeHHUI0 0eTa-010KaTOPOB Npu cuHapomMeM
apdana?

a) CUHYCOBasi TAXUKAPIUS;

0) aHeBpU3Ma aoOpThI C PUCKOM PACCIIOCHUS,

B) ’KeJIyJI0YKOBasl IKCTPACUCTOIIHS;

) ykopoueHue unrepsana PQ.

— OTBeT: 0) aHEeBpU3Ma A0PTHI C PUCKOM pacciioeHus (6eTa-010KaTopbl CHUKAIOT
CKOPOCTb PaCHIMPEHUS a0PTHI).

IIpn kakoM cMHAPOME BCTpPe4YaeTcsl COYeTaAaHNEe KAPAMOMHUONATHH UTHIIOTJIHKE
MuUHn?

a) cunapoM bapra;

0) 6one3ns [lomme;

B) cunjipom Kocreno;

r) cungpom [Ixepsemna-Jlanre-Hunbcena.

— OTtBet: 0) 60ne3ub [lomne (uHpanTUIBHAS dopMa: KapIUOMUOTIATUS +
TUTIOTJIUKEMUSI U3-3a TJIMKOTEHO03a).

Kakoii 1aGopaTopHbIii MapKep 0TpakaeT aKTUBHOCTHL (pudpo3a MuoKkapaa np
ucunapome Jiiepca-lanio?

a) TPOIOHUH I;

6) NT-proBNP;

B) TaJICKTUH-3;

') MHOTJIOOUH.

— OTBeT: B) rajiekTuH-3 (Mapkep ¢pudpo3a, KOppeIUpPyeT ¢ MPOrpecCCUPOBAHUEMK
apAMOMMOIIATHN ).

Kak yacrto caenyer nposoauts JKI' manuenram ¢ cunapomom/Ixepsesia-Jla
Hre-Huiabcena?

a) TOJIKO MPH MOSIBJIEHUU CUMIITOMOB;

0) €XeroJiHo;

B) KaXJble 6 MECSIICB;

r) pa3 B 3 roaa.
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— OTBeT: B) Kaxble 6 MecsieB (MOHUTOPUHT nHTEepBaia QT, puck BHE3amHOKCM
epTH).

20.YTo sBJIsIETCHA MOKA3aHUEM K XHPYPru4ecKoi KoppeKnuu jJedeKTamMerxKenyn

oukoBoil meperopoaku (AMIKII) npu cunapome du xopaxa?
a) €IMHUYHBIC SKCTPACHCTOJBI;

0) remogMHAMHYECKH 3HAYUMBIN mIYHT (Qp/Qs > 1,5);

B) CUHYCOBasl apUTMUus;

r) ykopouenue unrepsana QT.

— OTBeT: 0) TeMOIMHAMUYECKH 3HaUUMBIN yHT (Qp/Qs > 1,5 —
neperpy3kao0bEMOM, PUCK CEPACYHON HEJOCTATOYHOCTH ).

IlepeyeHb CUTYAIMOHHBIX (KJIMHUYECKHX) 32124, Keilc-3a1a4

Komnerenmus/u: IIK-1, I1K-2, IIK-5, IIK-6, I1K-8

Tema: Ilopaxkenue cepaia npu HEUPOMBIIIIEYHBIX 3a00ieBaHusax (Yactsb 1)

3agaua 1l

Manbuuk 8 et ¢ [uarHo3oM «MbliedHas auctpodus Jromenna» Habmonaercs y
HeBpoJiora. B mocnennue 3 Mecsna nossBUIMCh OJBIIIKA IPU YMEPEHHOU
(bu3uYeCKOI Harpy3Ke, yTOMISIEMOCTb, IEPUOINYECKHE OTEKHU TOJIEHEN K BEeUepy.
[Ipu ayckynbpranuu cepaua — npuriymeHue | ToHa Ha BepXylIke, puTM rajona.

Bomnpochr:

1.
2.

3.

Kakoe nopaxeHue cepjiia Haubosee BEpOsITHO y NalueHTa?

Kakue nHCTpyMeHTaIbHbIE METO/Ibl TMAarHOCTUKUA HEOOXOIMMO TTPOBECTH B
MEPBYIO O4YepeIb?

Kakas MeaukaMeHTO3Has Teparnus moxkasaHa JJisi IpoPpuIakTUKU
MPOTPECCUPOBAHUS CEPACUYHON HETOCTATOUHOCTH?

— OTBeTHhI:

1.

HMunartarmonnas kapauomuonatus (JJKMII) — tunuyHoe ocnoxHEeHUE
MbIIeqHoU aucTpoduu romenna, 00yciaoBiaeHHOE AeDUIIUTOM AUCTPOPUHA
u (pudbpo3om MuoOKapa.

Ox0KI" (onenka paknuu BeiOpoca JDK, pazmepoB kamep), IKI' (BbisiBICHUE
HapyLIEHUH TPOBOIUMOCTH ), XOATepoBcKoe MoHuTOpUpoBanue DKI (mouck
aputmuii), MPT cepaia ¢ konTpacTupoBanueM (BoisiBieHue Gruodposa).
Nuruburopsr AII® (3Hamanpuil/IM3uHONPUIT) — JJIsI 3aMeIJICHUS
pEMOJIETUPOBAHUS MUOKAP/Ia; MPU HEOOXOAUMOCTH — OeTa-0JI0KATOPHI
(kapBeamI071/0MCoMpoIIon) U AnypeTuku (pypoceMus npu 3actoe).
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3anaya 2

[TarueHT 25 et ¢ MUOTOHUYECKOH AucTpodueii 1-ro Tuma xamyeTcst Ha SITH30bl1
TOJIOBOKPYKEHHUS, KpaTKOBpeMeHHbIe notepu co3Hanus. Ha OKI' — ynnunenue
uarepBaia PR 1o 280 mc, neproauueckue BbINAaaCHUS KEIyJ0YKOBBIX
KOMILIEKCOB.

Bomnpochr:

1. Kaxo# Tun HapyuieHus NpOBOJIUMOCTH BBISIBJIEH?
2. Kakoe ocioxxaenue HanbdoJiee OrmacHo Ui )KU3HU namueHra?
3. Kakosa taktuka BeneHus 00JIHOTO?

— OTBeTHhI:

1. AtpuoBentpuxynspHas 61okana Il crenenu (tun Mo6utu I niu II).

2. BueszamHas cepaedHasi cMepTh U3-3a oJiHONW AB-Omokaasr nin
GulpuIIsIIUY npecepaAnuid ¢ OBICTPBIM MPOBEACHUEM HA HKEITYJOUKHU.

3. KoHcynbpTamus apuTMoJ0oTa; IMIUTAHTAIHS TTIOCTOSTHHOTO
KapJUOCTUMYJIATOpa (MoKa3zaHue — cumnTomHast AB-0nokaza);
peryisipaslid MorMTOpHHT OKI' M XouTepa.

3agaua 3

VY nauunentku 30 siet ¢ MblieyHOM quctpodueit Imepu-/lpeiidyca ormeqarorcs
*ajo0bl Ha mepedou B paboTe cepaua, OUlyleHne «3aMupanus». [lpu
xonTepoBckoM MoHUTOpUpoBaHuu DKI' BISIBICHBI MapOKCU3Mbl PUOPUIIISIINN
npeacepAanuil MpoaOIKUTEIbHOCTBIO 10 2 4acoB.

Bonpocer:

1. KakoBa maToreHeTH4ecKas CBA3b MEXIY AUCTpoduei u aputMuein?

2. Kakue nomomHuTEIbHBIE UCCIEOBAHNS HEOOXOIUMBI?

3. Kakoii npemapar npeanouTuTesaeH A NpoPUIaKTUKN TapOKCH3MOB?
— OTBeThI:

4. ®ubpo3 npoBOIAIIEH CUCTEMBI CEpALA U NTPEACcepAui BClleIcTBUE AeduIuTa
sMepuHa (0enka siAepHOM JJAMUHBI) — CTPYKTYPHOE PEMOJICTUPOBAHNE
MHUOKapaa — cyOcTpar st apuTMHiA.

5. OxoKI' (uckimroueHue aunaTanuu npeacepaui, onenka pyukmuu JIXK),
aHaJIn3 Ha TUPEOUIHBIC TOPMOHBI 1 3aekTpoauTsl (K* , Mg?* ), ypoBeHb
NT-proBNP.

6. AmmomapoH unu 6era-6mokatop (OUCOMPOIION) — € YIETOM OTCYTCTBUS
MPOTHUBONOKA3aHUI; IPU YACTHIX MAPOKCU3MAX — PACCMOTPEHUE
KaTeTepHOU abnaiuu.

3anaua 4
Pe6énok 5 net ¢ atakcuein Opuapeiixa UMeeT Kalo0bl Ha OJIBIIIKY MpuU Oere,
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obicTpyto yromisieMocTs. [Ipu OxoKI': runeprpodus mex:xenya0uKkoBoi
neperopoAxu a0 16 MM, rpaueHT AaBlieHUs B BhIHOCAIIEM TpakTe JIK —
40 MM pT. CT.

Bomnpochr:

1. Kako# Tun KapaAuoMUONIaTUH pa3BUIICA?

2. KakoB maToreHes mopakxeHus cepiiia mpu 3TOM CUHIpome?

3. Kakue mpenapaTsl MpOTUBONOKAa3aHbI B JaHHOM cUTyauuu?

— OTBeTbI:

['uneptpoduueckas ooctpykruBHas kapauomuonatus (I'KMIT).

Myrauus rera FXN — gedunut pparakcuHa — MUTOXOHAPHATIbHAS

TUCYHKIUS — HAKOTUICHUE *keJe3a B MUoKapie — runepTrpodus u

bubpos.

6. MHoTpomHbIle cpencTBa (IUTOKCUH), HUTPATHI, OJIOKAaTOPBI KAJIbIIMEBBIX
KaHaJIOB (BepanaMuil) — MOTYT yCHINTh o0cTpykiuto. [Ipeanourenne —
OeTa-6s10kaTOpam (METOIPOIION) WIH AU30MUPAMUY.

ok

3agaua$

[Tartuent 40 et ¢ 6one3nbto [Tomne (MHpanTHIbHAS opMa) HAOIIOJAETCS C
IuaTalmoHHON kapaunomuonarueid. @paxnus BeiOpoca JIK — 35 %, NT-proBNP
— 1200 nr/mu.

Bomnpochr:

1. KakoB OCHOBHOM Me€XaHW3M MOPAXKEHUS CepAlla MPU 3TOM 3a00JIeBaHU U ?

2. Kakoii cnenuduaecknii METO JICUCHHS MOXKET 3aMETUTh
MIPOrPECCUPOBAHNE KAPIUOMHUOIIATHH ?

3. Kakwue npenapatsl 00s13aTeIbHBI B CXEME TEpaAINUK CEPICUHON
HEJI0CTaTOYHOCTHU?
— OTBeTHI:

4. Jledunut kucmnoit anbda-riaoko3unassl (GAA) — HaKOIJIEHUE TITUKOTEHA B
JU30COMaxX KapAUOMHUOIIUTOB — JeTeHepanusa u ¢puopo3 Muokapaa.

5. ®epMeHTHas 3aMECTUTENIbHAS Teparus (IraoKo3u1as3a anbda) —
NaTOr€HETUYECKOE JICUEHUE, CHUKAIOIIEE HArpy3Ky Ha Ceplie.

6. Uurubutop AII® (mepunmonpui), 6eta-610kaTop (KapBeauon),
AHTArOHUCT MUHEPATOKOPTUKOUIOB (ITJIEPEHOH), IPU 3aCTOE — METIICBbIC
nuypeTuku (topacemusi). KoHTpoJIb 31€KTPOIUTOB U PYHKIIMH TTOYEK.

Tema: [lopaxkenue cepia npu HEUPOMBITIIEYHBIX 3a00eBanHusgx (Yacts 2)
3agaua l
[TanmenT 12 net ¢ amarHo3om «crnuHanbHas MmpimedHas atpodus (CMA) Il tunayu

abroiaeTcs y HeBpoJjora. B mocieanue Mecsibl 0TMEYaeT OJbIIIKY TP MUHUMAITh
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HOM(U3NUECKOI Harpy3Ke, yTOMIsIEMOCTh, OTEKU CTOM K Beuepy. Ilpu ocmoTpe: 11u
aHo3 ry0,Ha0yxaHHe MIEHHBIX BEH, rernaroMeranusa. AyCKyJIbTaTUBHO —
akueHT |l Tona Hag n€royHolaprepuei.

Bomnpochr:

1. Kako# cuHApOM pa3BUIiICA y ManueHTa’?

2. KakoBbI maToreHETHYECKHE MEXaHU3MBI ero ¢popmupoBanus mpu CMA?
3. Kakue mHCTpyMEHTAIbHBIC METOBI MOATBEPAST AUATHO3?

4. KakoBa TaKTHKa JIeUeHUs?

— OTBeTHhI:

1. Xponuueckas cepaeunas HepoctatouHocTh (XCH) mo npaBoxennyjouKkoBOM
y TUTY + JErovYHasi TUTICPTCH3HUS.

2. XpoHHUYECKass TUMOBESHTUJISAINS JETKUX —> TUIIOKCHS —

Ba30KOHCTPUKIUS JETOYHBIXCOCYI0B — PEMOJICINPOBAHNE apTepuil —
TIOBBIIIICHUE JTABJIICHUS B MAJIOM KpyTe —
neperpyska v Auiatanus npaBoro Kelyaouka.

3. OxoKI (ouenka naBneHus B IEroyHoi aprepuu, pazmepon 1K, ppakiun BeI
opoca), KT (mpusnaku runeptpoduu [10K), cnupomeTpust (o1ieHKa BEHTHIIS
IUOHHOU(DYHKIIUH ), TYJTbCOKCUMETPHUSI.

4. Kucnoponnas tepanus npu SPO, <92 %;
nuypetuku (pypocemun) npu 3actoe;uHruoutopsl ®J13-5 (cunpenadrr) un
Y aHTarOHUCTHI SHJIOTEIUHOBBIX PEIENTOPOB(003E€HTaH) TIPH JIETOYHOM THUTIe
prensun; pecnupatopnas nogaepxka (CUITAII/BUITAIT) npu runoBeHTUNA
M.

3amaya 2

Kenmmuna 35 net ¢ MuOTOHUYECKOU AucTpodueit 1-ro Tuna kamxyercs Ha MPUCTYII
pICEPAIICONEHNS, OLIyIIIEHUE «IIepedoeBy», KpaTKOBPEMEHHBIE TOTEpH co3HaHus1. Ha
OKT :wacToTa mpeacepanbix cokpamieHuit 120 yu./MuH, ®Keaya104KOBbIX —

40 yn./muH, BosiHbl FOTCYTCTBYIOT.

Bomnpocsr:

1. Kako# apuTMHYECKUI CUHIPOM BBISIBJICH?
2. KakoBa naubosnee BeposiTHas mpuInHa?
3. Kakoe neuenne mokazano?

— OTBeTHI:

1. OubpwIAIUs pecepanidl ¢ MEIJICHHBIM KeTyT09KOBbIM 0TBEeTOM (AB-11pO
BeaeHue3:1 —4:1).
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2.

3.

®ubpos npeacepanii u AB-y3mna BciencTBue AereHepannn NpoBOASIICH CHC
TE€MbI IPUMHUOTOHUYECKOU TUCTPOPUH.

WmmutanTanus mocTossHHOTO Kapauoctumyisitopa (pesxkum VVI wm DDDR)
JUISIKOPPEKIIUU Opanukapann; aHTukoaryiasHTel (Bappapun/HOAK) npu puc
KeTpOMOO3MOO0IHIA; IPU COXPAHEHUH NAPOKCU3MOB —

aMUO/IapOH WIH KaTeTepHasabiaius yCcTheB JETOYHBIX BEH.

3agaua 3

Manbuuk 7 1eT ¢ MbllIeYHOU nuctpodueit JromenHa noayvyaeT npeaau3oion. [pu
wiaHoBoM oOcnenoBanuu: DKIT —

ymmHeHrue uaTepBana PR mo 220 mc, 9xoKI' — ¢pakuusseiopoca JIK 52 %,
HE3HAUUTENbHAs TUIATAIUs JIEBOTO MPEIACEPIUs.

Bomnpochr:

1.
2.

3.

Kak unTepnpeTupoBath JaHHBIE 00CIEA0BAHUS?

Kakue Mepbl mpopuaakTUKU MPOTPECCUPOBAHUS KapAMOMHUOTIATUN HEOOX0a1
MBI?

Hy»XHO 11 KOppEeKTUPOBATH TEKYIIYIO Tepanuo?

— OTBeTHhI:

1.

2.

HavanpHble mpu3Haku nopaxenus cepaua: AB-Omokana [ cT. 1 MUHMManbHA
scuctonnueckas 1ucynkiusa (OB 52 % — Huke HOpMBI 17151 AeTel).
Hasnauenne uaruburopa AII®D (snanampun 0,1—

0,2 MI/Kr/cyT) IAsTHEUPOryMOpaTbHOM MOAYJISILIMU; €KETOAHBIM KOHTPOJIb O
xoKI" u OKI'; xontepoBckoeMonuToprupoBanue 1 pas B 6—12 mec.
[TpeaHU30JI0H HE OTMEHSATD (YJIYyYIIaeT MBIIIEYHYIO CHILY), HO KOHTPOJIUPOBA
teasiekTposuThl (K* , Mg?* ) u aprepuanbHOE TaBICHUE; PACCMOTPETh 100aB
nenuebeTa-6mokaTopa (OMCOMPOIIO) MPU MPOTPECCUPOBAHUU TUCHYHKITHH.

3agaua 4

[Taunent 28 net ¢ atakcueid @puapeiixa UMeeT Kano0bl Ha OABIIIKY B TOKOE, OPTO
MHO?,HOYHbIe MpUCTyNbl yayubs. [Ipu 9xoKI': runeprpodus MXKII 18 mMm, rpague
HT B BTJDK60 MM pt. cT., @B JIZK 45 %.

Bonpocer:

1.
2.
3.

Kaxkast popma kaparuomMuonaTuu pa3Buiach?
Kakue ocnoxHenust Haubosee BepOsSTHbBI?
KakoBa TakTuka BegeHus?

— OTBeTHI:
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1. Tuneprpoduueckas ooctpykruBHas kapauomuonatus (I'KMII) ¢ BeipakenH
ooOcTpykmuel BeiHOCsIIETO TpakTa JDK.

2. BueszamHas cepaeyHasi cMepTh (PKeJIyZA0YKOBbIE apUTMUH ), TPOTPECCUPYIOIIA
s XCH,tpoM060sMO0IHMH U3 JIEBOTO MPEICEePIUS.

3. bera-6mokaTtop (MeTomposon 25—
50 mr 2 p/cyT) unu quzonupamMu ISl yMEHbIICHUIOOCTPYKITMN, aHTUKOATYJT
SHTBI IPU QUOPWILTALIMYU TIPEACEPAUN; pU rpaguenTe™> 50 MM pT. CT. U CUMIT
TOMax —
MHO3KTOMHMS Win 3TanosoBas abianus MKII; koutpoasNT-proBNP u SKT
Kaxaele 3—6 Mec.

3agaua b

PeGénok 4 rona ¢ 6one3nsto [lomne (nHpanTUabHAS opMa) ModydaeT PEPMEHTHY
103aMECTUTEIBHYIO Tepanuio (anrioko3uaaza anbpa). [Ipu konTpoasHOM 00ciieno
BaHuu:OX0KI[" — ymenbmienne runeprpoduu MXKII ¢ 20 no 14 mm, @B JIXK 60 %,
OKI' — nopmanu3zanus uarepsaia PR.

Bomnpochr:

1. Kak o1leHUTh JUHAMUKY COCTOSHUSA?
2. Kakue gonrocpodnbie Mepbl HEOOXOIUMBI?
3. Kakossl kpuTepuu 3phekTuBHOCTH Tepanuu?

— OTBeTHhI:

1. TlonmoxurtenbHas TMHAMHUKA: PErpecc TUNepTpoPpuu MHUOKapaa U HOpMaIu3aIl
UUTIPOBOIUMOCTH Ha oHE (PEPMEHTHON 3aMECTUTEIIHPHOMN TEpaInH.

2. TloctosauHbI TPUEM anTiIrOKo3ua3bl alibda (MOKU3HEHHO); €KEeTOAHbIN KOH
TposibIx0KI', DKI', NT-proBNP; MmonuTOpUHT pocTa u pa3BuTHs; mpodriak
TUKAPECIUPATOPHBIX HHOEKITUMA.

3. Crabunuzanus unu yBennuenne OB JDK, ymenbmenne Tommuast MKIT < 1
2
13 MmM,0TCyTCTBHE HOBBIX apuTMuid, Hopmanuzaius NT-proBNP < 125 nr/mn
, YIIY4IIIEHUETOJICPAHTHOCTH K Harpy3Ke.

Tema: TlopaxkeHue cep/iia mpu HACJIEeACTBEHHBIX cuHApoMax. (Hacts 1)

3amaua 1l

[Tartment 16 et ¢ curapomMom MapdaHa xanyeTcst Ha OIlyIeHUE MyJIbcalluu B
1iee, OJbIIIKY MpU (pu3nueckol Harpyske, ObICTpyto yTomisieMocTs. [Ipu ocmotpe:
ACTEHUYECKOE TEJIOCI0XKEHNUE, TUIIEPMOOUIIBHOCTh CYCTaBOB, KU(DOCKOIHO3.
AYCKYyJIbTaTUBHO — JIMACTOJIMYECKUN IIIyM HaJ aopTou, ycruyieHHbIU I ToH.
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Bonpocsr:

1.
2.
3.

Kakoe nopaxenue cepjiia Haubosaee BEposiTHO?
Kakue nHCTpyMEHTaJIbHBIE METOABI TOATBEPAST TAArHO3?
KakoBa TakTHKa BeJeHUS MarueHTa?

— OTBeTHI:

1.

2.

3.

AHeBpHU3Ma BOCXO/SIIEH a0pThI C a0PTaTbHON HEJOCTATOYHOCTBIO
(ciencTBUE KUCTO3HOM MEeAUAIbHON JereHepallun ).

Ox0KI" (oneHka quamerpa aopThl, crenieHu peryprutanuu), MPT/KT aopTsl
(meranmuzauus anaromun), IKI' (uckiroueHrue apuTmMuil).

Perynspusiii MoHuTOpuHT AuaMmeTpa aopThl (OxoKI kaxasie 6—12 mec.);
0eTa-010KaTOPbI (METONPOIION) ISl CHUKEHUS CKOPOCTH PaCLIUPEHUS
aopThl; OTpaHUYEHNE UHTEHCUBHBIX (PU3NYECKUX HArpy30K; IPU AUAMETPE
aopTel > 5,0 cM — XUpPYyprudecKkass KOppeKIus.

3agaua 2

JleBouka 8 et ¢ cungpomom Tepuepa (45,X) nabmonaercs y neauarpa. [lpu
IJIAHOBOM OCMOTpE BbIsABiIeHBI noBeiieHue AJl 1o 150/90 mwm pr. cT.,
cucronndeckuil mryM Bo II Mexxpebepbe cripaBa OT IpyAUHBI.

Bomnpochr:

1.
2.
3.

Kakol BpoxkIEHHBIN MOPOK CEPALIA BEPOSITECH?
KakoBbI MEXaHU3MBI aPTEPUAIIBHON TUIIEPTEH3UN !
Kakue nccnenoBanust HEOOXOAUMBI JJIsl YTOUHEHHS AuarHo3a’?

— OTBeTHhI:

1.
2.

Koapxkraius aopTsl (TUIUYHO JJis cUHApOoMa TepHepa).

I'emonnnamuueckas neperpyska JOK u3-3a cykeHust aopTbl — aKTUBALUS
PAAC — 3amepka )KHAKOCTH — TUIIEPTEH3US; BO3MOXKEH BTOPUYHBIN
CTEHO3 ITOYEYHBIX apTEPUI.

Ox0KI" ¢ nonmneporpadueit (oneHka rpaiueHTa AaBJIeHUs B 30HE
koapkrtauu), MPT aopTel, CyTOUHBII MOHUTOPUHT A/l, aHanu3 KpeaTUHUHA
U DJIEKTPOJIUTOB (MCKIIOYEHUE TOYEUHON TUIIEPTEH3UN ).

3amaua 3

Myxuunna 25 net ¢ cunapomoM Bunbsmca (nenemus 7ql1.23) xxanyercs Ha
YTOMJIIEMOCTb, OJIBIIIKY TIpU Harpy3ke. [Ipu aycKyabTaliuu — CUCTOIUYECKUM
IIyM HaJ OCHOBaHWEM cepaua, akieHT Il Tona Hax n1€rouyHoun aprepuen.

Bonpocer:
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1. Kakoii mopok cepaua Haubosee BeposaTeH?
2. Kakue 1omomHuTEIbHBIE METOIbI TUaTHOCTHKY MOATBEPAST 1UarH03?
3. KakoBbI mpUHLINIIBI JT€UECHUS?

— OTBeTHhI:

1. HagkiianmaHHBIN CTEHO3 a0PTHI (XapakTepeH Ui cuHIpoMa Bunbsamca).

2. DOxoKTI ¢ nonmneporpadueit (n3mepenue rpaauenta nasnenus), MPT cepama
(anaTomus nopoka), OKI' (mpusznaku runeprpopun JIK).

3. Ilpu rpaguente > 50 MM pT. CT. — OaJJTIOHHAs BaJbBYJIOIIACTUKA WM
XUpypruueckas Koppekuus;, tHruoutops! AII®/capTansl npu runepTeH3UN;
peryJisapHblid KOHTpoab DX0oKI kaxaeie 1-2 roaa.

3anaya 4

[Taunentka 30 et ¢ cunapomom Hynan (mytamus PTPN11) ormeuaer nepebou B
pabote cepaia, roiopokpyxenne. Ha OKI': yanunenue unrepsana PR no 240 mc,
snu3oa6l AB-0Onokazne I cT.

Bomnpochr:

1. KakoB nmaTtoreHes HapyImeHuil IpOBOJUMOCTH?
2. Kakue nccnenoBaHusi HyKHBI JJISI OLIEHKU PUCKA OCIOXKHEHUHN?
3. Kakas takThka BegeHHs ONTUMAIbLHA?

— OTBeTHhI:

1. ®ubpo3 nNpoBOIAIICH CHUCTEMBI CEep/Illa U3-3a TUCPETYIISIIUN
RAS/MAPK-niytu npu myrtaruun PTPN11.

2. XonrtepoBckoe MoHutopupoBanne DKI' (mouck may3 purma, Kemy109KOBBIX
aputmuit), OxoKI' (uckitouenue creHosa j€rounoit aprepuu, JMIIII),
ananu3 snexrpoiutoB (K* , Mg?* ).

3. Exeromnsriit koaTpons JKI' u xonTepa; mpu nporpeccupoBaHuU OJIOKaAbBl —
KOHCYJIBTAIIMSI aPUTMOJIOTA JJIsl PEIISHUs BOTIPOCca 00 MMILTAHTAIINH
KapIMOCTUMYJIATOpA; O0eTa-0JI0KaTOPhI MPU TUIIEPTPOPUUECKOM
KapIMOMUOTIATHH (€CJTH €CTh).

3agaya s

PeGénoxk 5 net ¢ cunapomom bapra (myranus TAZ) umeeT xanoObl Ha OABIIIKY,
OTEKHU, CHIDKeHue amnmneTtuTa. [Ipu ocmoTpe: 6i1eIHOCTD, renaToMeranus,
taxukapaus. IxoKI': gunmaranus JIK, @B JDK 35 %.

Bonpocer:
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1. Kako# Tun KapaAuoMUONaTUH pa3BUiICA?
2. KakoB maToreHes mopaxeHus cepama?
3. KakoBa cxema Tepanuu cepaedHON HETOCTaTOYHOCTH?

— OTBeTHhI:

1. Hunartanuonnas kapauomuonatus (JAKMII) ¢ cuctonuueckoit quchyHkimeit
(@B 35 % — TsK€nast CTENEeHb).

2. Hedwumut tadaznaa — MUTOXOHAPHUATBHAS TUCPYHKIHSA — SHEProAeHUITUT
KapIMOMHOIIUTOB — JiereHepanus u Gpuodpos.

3. Uarubutop AIID (sramampwui 0,1-0,2 mr/kr/cyT), 6eTa-010KaTop
(xapBemmiton 0,05-0,1 mr/kr/cyT), nuypetuku (pypocemus 1—2 mr/kr/cyTt
IIPU 3aCTOE), CHUPOHOJAKTOH 1—2 MI/KI/CyT; KOHTPOJIb 3JIEKTPOIUTOB U
dbyHkiMu novek; pepMmentHas tepanus (L-KapHUTHH) 11 TOIIEPKKH
MeTaboau3Ma MUoOKap/a.

Tewma: [lopaxkeHue cepiia npy HACIEACTBEHHBIX cuHApoMax. (Yacts 2)

3amaua l

[Tarment 14 ner ¢ cuaapomom Ju Jxopmka (22011.2-nenemnus) HaOMogaeTCs yKa

pauoJiora ¢ quarHo3oM «rerpanaa dammo». B mociaegane Mecsaibl OTMEUYaeT YCHUIIeH

HEOJIBIIIIKYU TIPU HArpy3Ke, IIMaHo3 r'y0 B MOKOe, yToMiisieMocTh. [Ipu ocmoTpe: akiie
HT |l Tonanan né€royHolt aprepueit, CHCTOIMYECKUI IIIYM BJ0OJIb JIEBOTO Kpas Ipyau
HBI.

Bomnpocsr:

1. Kaxkue ocnoxueHnus Tetpaasl danmo BO3MOXKHBI y TanreHTa’?

2. Kakue uHCTpyMEHTaIbHBIE METOIbI HEOOXOAUMBI JIJISI OLIEHKH TSIKECTH COCT
OSIHUSA?

3. KakoBa TakTuka BeaeHus?

— OTBeTHI:

1. IlporpeccupoBanue cTeHO3a JErOYHON apTepun —
YCUJIEHUE MPABOXKEITYJOYKOBOWHETOCTATOYHOCTH; Pa3BUTUE apUTMUI; PUCK
WH()EKITMOHHOTO YHIOKAPIUTA.

2. OxoKI ¢ nonmueporpadueii (olieHKa rpaJueHTa 1aBJIeHUs B JIETOYHON apTep
uu,pazMepa npaporo xkenyaouka), OKI' (mouck aputmuii), myibCOKCUMETPUS
(ctenenprunokcemun), MPT cepana (neranbHas aHaTOMUSI IOPOKA).

3. Koncynbranus kapauoxupypra AJjisi peiieHus: BOpoca 0 XUuPypruyeckom Kop
pexkuuu(mnactuka JAMXKII, ycrpanenue creHosa); npoduiiakTuka SHI0KapIu
Ta (aHTUOMOTHUKHUIIEPE]T UHBA3UBHBIMU MPOLIEAYPAMHM); KUCIOPOAHAS TEPAIH
s ipu SPO, <90 %; AMypeTUKH IpH MpU3HAKAX 3aCTOS.
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3agaua 2

XKenmmnua 28 et ¢ cuaapomom LEOPARD (mytamust PTPN11) sxanyercs Ha smu3
OJIBITOJIOBOKPY’KEHHMS, KpAaTKOBpEeMEeHHbIE ToTepHu co3HaHus. Ha OKI': AB-06nokana
IT ct. TumaMo6wuT 11, nay3sl putMma 110 4 C.

Bomnpochr:

1. Kakoe ocioXxHEHHE Pa3BUIIOCH?
2. KakoBbl maToreHeTHYEeCKUE MEXAHU3MBI?
3. Kakas taktuka jeuyeHus rmokasaa?

— OTBeTHhI:

1. CumnTomHas AB-010kana BICOKOM CTENIEHH C PUCKOM BHE3AMMHOM CepJIEUHO
1 CMEpTH.

2. ®ubpo3 mpoBoasIIei CUCTEMBI cepna u3-3a qucperynssunn RAS/MAPK-my
v npumytauu PTPN11 —
HapyIlIeHUE MPOBEICHUS UMITYJIbCA OT MPEICePIAUN KKETYT0UKaM.

3. MMmnaHTaIus mocTOSHHOTO KapIHOCTUMYJIATOpa (IPEAMOYTUTEIHHO JIBYXKa
MEpPHOT0—
DDDR); peryaspubiii koaTposib DKI' 1 xonTepa kaxapie 6 Mec.; HCKITIOUYCHH
eOJIEKTPOJUTHBIX Hapymenuit (K™, Mg?* ).

3agaua 3

Manpuuk 6 et ¢ curapomom Anbrnopta (mytarus COL4A3) nabnrogaeTcs y Hedp
oJiora cxponnueckoi 6one3nbto noyek (XbII) II craguu. [1pu nnanoBom o0cnenoB
anun:AJl 150/95 mm pT. cT., Ix0oKI" —

runeptpodus neBoro xerynouka (MXKII 12 mm),dB JIXK 60 %.

Bomnpocsr:

1. KakoB MexaHu3M mopakxeHus cepua?
2. Kakue nonosHUTENbHBIE UCCIAEIOBAHUS HEOOXOUMBI?
3. KakoBa cxeMa aHTUTHUTIIEPTEH3UBHOU Tepanuu’?

— OTBeTHI:

1. Bropuunas runeprensus uz-3za XbIl — neperpyska naBieHueM —
runeptpodus JIK.

2. CytouHblii MOHUTOPUHT AJl, aHaNU3 KpeaTHHWHA U CKOPOCTH KIIYOOUKOBOH (]
uinbTpanuu (CK®), ypoBenr NT-proBNP, OKI" (orienka BonbTaxka 3y0o1ion).

3. Uarubutop AIID (anamanpun 0,1-0,2 mr/kr/cyt) unu capran (sio3aptas 0,7—
1,4 mMr/kr/cyTt) —
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npenapatsl epBoro Beioopa npu XbII u runeprpodun JIK; npunenocrarou
HOU 3P HEeKTUBHOCTH —

no0aBlieHHe TUTUAPONUPUINHOBOTO OJIOKATOPAKAIBIIMEBBIX KaHATIOB (aMJI0]
unuH 0,05-0,1 mr/kr/cyt). KoHTposib KpeaTuHIHA U KaTusKaXJble 2—

4 Henenu.

3agaua 4

[Marment 22 roga ¢ cunapomoM Jxepsenna-Jlanre-Hunbcena (mytarus KCNQ1L) o
TMEUYaETHPUCTYIBI CEPALICONEHNS, KpaTKOBpEMEHHbIE oTepu co3Hanus. Ha OKI':
uHTepBaIQT 560 Mc (KOppUTHPOBAHHBIN ), SMTU30AbI MOTUMOPHHON JKEITYA0UKOBOH
TaxuKapauu.

Bomnpochr:

1. Kaxoli cunapoM pa3Buics?
2. KakoBBI MaTOTEeHETUYICCKIE MEXaHU3MbBI apPUTMHIL?
3. KakoBa HEOTIOKHAs U JOJITOCPOYHAS TAKTHKA?

— OTBeTHhI:

1. Cungpom yanuaénnoro untepBana QT ¢ puckom torsades de pointes u BHe3a
MMHOMCMEPTH.

2. Mytamus KCNQ1 — nedunut xanueBoro toka IKs —
3aMeJIeHUE PENoIsipu3alid — PaHHss MOCTIENOsApru3anus —
NOJUMOpP(HAs KEJIyJOUKOBASI TAXUKAPIUS.

3. Heotnoxwnas: rocnutanu3aius, MoHutopuHr DKI', Maraue3us BHyTPUBEHHO I
putorsades; monarocpounas: 6eta-010kaTopsl (HaTeHOI0T 1—
2 Mr/Kr/CyT), UMILIaHTausAKapanoseptepa-aehudpunnsropa (MKJ) npu map
OKCHU3Max; UCKJIIOUEHUenpenaparos, yuinHsaomux QT; peryispHblii KOHTPO
as OKI kaxnbie 3—6 mec.

3agaua 5

Pe6&nok 3 rona ¢ 6one3nnto [Tomne (mapantunsHas Gopma, nepunut GAA) mory
yaeT(hepMEHTHYIO 3aMECTUTEIBHYIO TEpaNuio (aIrioKo3uaas3a anbda). [Ipu koHTp
oJibHOMOOcnenoBanuu: IXoKIm —

ymenbienue runeprpopun MXKII ¢ 18 no 10 mm, @B JIXK 65 %, OKI"' —

HOpMann3anus uatepsania PR.
Bonpocer:

1. Kak oueHuTh AMHAMUKY COCTOSIHUSA?
2. Kakue noarocpodysbie Mepbl HEOOXOIUMBI?
3. Kakossl kpuTepuun 3 dekTuBHOCTH Tepanuu?
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— OTBeTHI:

1. TlonoxxutenbHast TMHAMUKA: PErpecc TUNEePTPoPuu MUOKapaa U HOpMaIU3aIl
UATPOBOUMOCTH Ha (hoHE PEPMEHTHON 3aMECTUTEIHHOMN TEpaIuu.

2. TloctosaHHBIN TPUEM aNTiIOKo3u/1a3bl allbda (MOKU3HEHHO); €KEeTOAHbIN KOH
TposibIx0KI', OKI', NT-proBNP; MmonuTOpUHT pocTa u pa3BuTHs; npoduiak
TUKAPECIUPATOPHBIX UHDEKIIUM.

3. Crabunuzanusa win yBenundenue OB JIK, ymenbmienue tonmmasl MXKII < 1
2
13 MM,0TCyTCTBHE HOBBIX aputmuii, Hopmanu3auus NT-proBNP < 125 nr/mn
, YAYUIIEHUETOJIEPAHTHOCTH K Harpys3Ke.

Kputepuu olieHHBaHUS TECTOBBIX 3aJlaHUM M MEpPECcUYeT MOJIyYCHHBIX PE3yJIbTaTOB B
5-0aNIbHYIO CUCTEMY:

«OTINYHO» - KOJWYECTBO IIOJIOKUTEIIBHEIX OTBETOB 91% M 0oJiee MakCMMaJIbHOT'O
OaJiia TecTa

«XO0PpoI110» - KOJIMYECTBO MOJIOKUTEIBHBIX OTBETOB OT 81% 110 90% MakcMMalIbHOTO
OaJlia TecTa

«Y IOBIETBOPUTEIBHO» - KOJIMYECTBO TMOJOXKUTEIBHBIX OTBETOB OT 71% mo 80%
MaKCHMAaJILHOTO 0OajljIa TecTa

«HeynoBieTBOpUTENIBHO» - KOJWYECTBO MOJIOKUTEIBHBIX OTBETOB 70% u MeHee
MaKCHMAaJILHOTO 0OajljIa TecTa

OueHuBaHME 3aJlaHUI 3aKPBITOrO TUIA C OJHUM HpPaBUIBHBIM OTBETOM: BbIOpan
NpaBHIBHBIN OTBET - 1 6amn. HempaBumnbHbIN oTBeT -0 6anos.

Kputepun mo olieHke NMHUCbMEHHBIX M YCTHBIX OTBETOB oOydarommxcs. C 1enbio
KOHTPOJISL M TIOATOTOBKM OOYYarOIIMXCSl K U3yUEHHUIO0 HOBOI TEMbl B Havaje Kaxa0ro
3aHATUS  MEJAaroruyeckUM  pabOTHHKOM  MPOBOJAUTCS  YCTHBI  ompoc 1O
BBIIIOJIHEHHBIM 33JIaHUSM MPEIbITYIIEH TEMBI.

Kpurepuu ouenku:

NPaBUIBHOCTh OTBETAa MO COJEPKAHUIO 3adaHusl (YUUTHIBAETCA KOJHMYECTBO U
XapakTep OUIMOOK MPU OTBETE);

MOJIHOTA U TTTyOWHA OTBeTa (YYUTHIBAETCS KOJUYECTBO YCBOCHHBIX (PAKTOB, MOHATUN
U T.1L.);

OCO3HAHHOCTH OTBETA (YUUTHIBAETCS TOHUMaHUE U3JIaraeMoro Marepuasa);

JIOTUKA W3JI0OKEHUS MaTepuana (y4UThIBA€TCS YMEHHUE CTPOUTh UEIOCTHBIMH,
MOCJIeI0OBATEIbHBIN pacckas, IPaMOTHO MOJIb30BAThCS crenuaibHOU
TEPMUHOJIOTHEN );

palMoOHAIbHOCTh HCIOJIb30BAHHBIX MPUEMOB U CHOCOOOB pEIICHHS MOCTaBICHHOU
yueOHO! 3a7aun (yUUTHIBAa€TCSI YMEHUE MCIIONb30BaTh Hanbosiee MPOrpEeCCUBHBIE U
a3 PeKTHBHBIE CITOCOOBI JOCTHKCHUS LIEIIN );
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CBOEBPEMEHHOCTh U 3()PPEKTUBHOCTH HUCIHOIB30BAHUS HATJBIAHBIX TOCOOMH U
TEXHUYECKUX CPEACTB MpPH OTBETE (YUYUTHIBACTCS CIIOCOOHOCTh TPaMOTHO U C
MOJIb30HM MPUMEHSAThH HATJSAHOCT M IEMOHCTPAIIMOHHBIN OMBIT IPU YCTHOM OTBETE);

UCIOJIb30BAHUE JIOTIOJIHUTENILHOTO MaTepHuaa;

paLMOHATIBHOCTh MCIIOJB30BaHMsI BPEMEHH, OTBEJEHHOTO Ha 3aJjaHue (He o1o0psercs
3aTSAHYTOCTh YCTHOTO OTBETA BO BPEMEHH).

O1eHKa «OTJINYHO» BBICTABIISIETCS, €CIIN 00yJaroIMiCs:

IOJIHO M apryMEHTUPOBAHO OTBEYACT IO COACPKAHUIO 3aJaHUsl; JEMOHCTPHUPYET
NOHMMaHUE MaTepuana, MoKeT 000OCHOBATh CBOM CYKJICHUS,

OPUMEHUTh 3HaHMS Ha MPAKTHKE, IPUBECTU HEOOXOIMMBIE MPUMEPBI HE TOJIBKO I10
y4€OHHUKY, HO U CAaMOCTOSITEIbHO COCTABIICHHBIC;

u3JaraeT MaTepuai nocjieoBaTeIbHO U IPABUIIBHO.

OmeHka  «XOpOIIO»  BBICTABIAETCSA, €CAM  OOydalolmuMics  JaeT  OTBET,
YIOBJCTBOPSIONMINI TeM XK€ TpeOOBaHHSIM, YTO W JUIsI OLICHKH «OTJIMYHO», HO
nomyckaeT 1—2 omubKu, KOTOPBIE CaM K€ UCIIPABJISET.

OreHKa «yAOBIECTBOPUTEIHHO» BBICTABISETCS, €CITU OOYUYAIOIIUICS AEMOHCTPUPYET
3HaHWE U TOHUMAaHUE OCHOBHBIX MOJOXKEHUH JAaHHOTO 3a/1aHus, HO:

u3JaraeT MaTepual HEMOJIHO H JOMyCKaeT HETOYHOCTH B ONPEICIICHUN TTOHATHH WK
(bOpMyIMPOBKE MPABUIL;

HE yMEeT AO0CTAaTOYHO TIyOOKO M J0Ka3aTelIbHO OOOCHOBaTb CBOM CYKIEHUS U
IPUBECTU CBOU MPUMEDPBI;

u3JaraeT MaTepuai HEerocjlIe0BaTeIbHO U JOMYCKAeT OLIMOKH.

OneHka  «HEYAOBIETBOPUTEIBbHO»  BBICTABISAETCS,  €ClIM  OOydaromuics
JEMOHCTPUPYET HE3HAHUE OTBETa HAa COOTBETCTBYIOIIEE 3aJaHHe, JOIMyCKaerT
OMOKUH B (OPMYJIUPOBKE OIpPENEICHUM W MpaBW, HCKAXKAIOIMIME HX CMBICI,
Oecrops104HO U HEYBEpEHHO n3naraeT Marepuan. OLeHKa «HEeyA0BICTBOPUTEIBHOY
OTMEYaeT TaKhe HEIOCTAaTKH B IMOATOTOBKE OOYYarOIIErocs, KOTOpBIC SBISIOTCS
CepbE3HBIM MPEMATCTBUEM K YCTICITHOMY OBIIAJCHHUIO MOCICIYIOIINM MaTePHAIOM.

2.2. [IpomexyTouHas aTTecTanus MpoBOaUTCS B hopme
Omnpoc (yCTHBI, MUCHbMEHHbII)

Komnerenuusi/u: IIK-1, I1K-2, IIK-5, IIK-6, I1K-8

1. Kakoii Tun nopaxkeHusi cepana HanboJee XapakTepeH JAJs cuHapoma Ma
ppana?
— OTBeT: aHEeBpU3Ma BOCXOASAIIECH a0pThl C BO3MOKHOW a0PTaJTbHOWHELOCT
aTOYHOCTHIO (00YyCIIOBIIEHA KUCTO3HOM MEeIHAIbHOM AereHepanuend CTeHKHao
PTHI).

2. Ilpn kaKoM HacJIeICTBEHHOM CHHAPOME BCTPeYaeTcsl HAAKJIANAHHBINA CT
€HO0320PThI?
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— OTtBeT: cunapom Bunbsmca (nenenus yuactka 7011.23, nedexr rena EL

N,KOIMpYyIOIEro 3JIACTUH).

. Kakoii Bpo:k1éHHBIIi MOPOK cepAla TUNHYEH JJis cunapoma TepHepa (4

5,X)?

— OTBeT: KOapKTalKs a0pPThI (4aCTO COYETAETCS C ABYCTBOPYATHIM a0PTalb
HBIMKJIATIAaHOM).

. Uro siBJfETCH BeAyIIMM MEXaHU3MOM MOPAKEHHs CePALA MPH COCYAUCT
OM THIIeCHHApOMa Juepca-lanno?

— OtBert: aedekt koyuiarena Il tuma (COL3AL) —

c1ab0CTh COCYIUCTOM CTEHKH — PUCK aHEBPU3M U PACCIOCHUM aOpTHI.

. Kakout JKI'-npusnak xapakrepeHn ais cuaapoma Hynan?

— OTtBeT: yauHenue nateppana PR (npusnaku AB-6nokazst I cT.) u3-3a ¢
nOpO3anpOBOJAIICH CUCTEMBI.

. IIlpu KakuX HacJIe[ICTBEHHBIX CHHAPOMAaX BCTpedaeTcsi runeprpoduueck
askapauomuonatus (I'KMII)?

— OtBert: cugapom LEOPARD, cunapom Kocrenio, cunnpom bapta (myTta
i PTPN11, HRAS, TAZ coOOTBETCTBEHHO).

. Kakoii OnoxumMuyeckuii Mapkep O0Tpaxkaer nmeperpy3sky o0bémMom mnpu ce

PAEYHOWHEI0CTATOYHOCTH Yy MANUEHTOB C HACJIEACTBEHHBIMH CHHAPOMA

MHu?

— OtBeT: NT-proBNP (HatpuitypeTuueckuii menTu, CEKpeTUPyeTcs Mpu p
ACTSHKEHUUCTEHOK JKEJTYI0UKOB).

. UTo AABJfETCH MOKA3aHUEM K HMILIAHTALMH KapAHOCTUMYJIATOPA MPH €
uHApoMeLEOPARD?

— OtBet: AB-0Omokana |-

III crenenu ¢ KIMHUYECKUMU CUMIITOMaMU (TOJIOBOKPYKEHUSI,CHHKOIIE).

. Ilpn kaKoM cHHIpPOMe MOpaKeHHue cepaua coueTaeTcs ¢ JeHTUro (msiTHa
MH HaKoOXKe)?

— Oteert: cunapom LEOPARD (myrammu PTPN11; akponum: Lentigines, E
CGabnormalities, Ocular hypertelorism, Pulmonary stenosis, Abnormal genit
alia,Retarded growth, Deafness).

10.Kakoii MeTOA TMATrHOCTHKH MO3BOJIsSIeT BHISIBUTH (prOP03 MUOKApPIA NIPH

cuHapomeMapdana?
— OtBeT: MPT cepaiia ¢ KOHTpaCTUPOBAHUEM TaI0JIMHKUEM (TIO3/THEE YCUIIe
HUE B30Hax (pudpo3a).

11. Y7o siBJsieTcsl NPUYUHOM JIErOYHOM runepTeH3un npu cuuapome TepHep

a?
— OT1BeT: KoapkTamusa aopTel — neperpyska JOK — 3acroit B n€rkux —
BTOPUYHASJIETOYHAS TUIIEPTEH3MS.

12.11pu KaKOM CMHApPOMeE BCTPeYaeTcsi COYeTaHue KAPAMOMHUONATHN U KATA

paKTbI?
— OTtBeT: cunapoM Bunbsmca (HaakinanaHHbIA CTEHO3 a0OPTHI +
KaTapakTa) umuoTonndeckas guctpodus 1-ro tuna (I'KMII + katapakra).

42



13.Kakoii reHeTHYeCKHUIl 1e(PeKT JIeKUT B OCHOBE KAPAMOMHONATHH MPHU CH
Hapomebapra?

— OtBet: myTanus TAZ (X-CIeIICHHBIA PEeIECCHBHBIN THIT; IeUITUT Tada
3MHAa — MHUTOXOHApUaIbHas TUCHYHKITUSA).

14 Kakoii Tun apurMuu HaubdoJiee xapakrepeH s cuvapoma LEOPARD?
— OTtBeT: AB-0710Ka/1a BRICOKOH cTeneHu (13-3a (ubpo3a mpoBOSIICH crc
TEMBI).

15.YT10 AiBJfIeTCA NOKA3AHUEM K XHPYPru4ecKoii KOppeKIu aHeBPU3MbI a
opThI npucuHapome Mapdana?

— OTtBeT: nuametp aopThl > 5,0 cM unu ObICTpHIA pocT (> 0,5 cm/roxn).
16.11pu KaKOM CMHApPOMeE MOPAa’KeHHe Cepala CBA3aHO ¢ AeUIMTOM 3JIACTH

Ha?

— OtBet: cungapoM Bunbssamca (nenemus ELN —

HaJIKJIAMIAaHHBINA CTEHO3 a0PTHI).

17.Kakoit meToa nmo3soJsiet nuddepenuuposars I'KMII ot Apyrux tunos
npucubapome Hynaun?

— OtBet: Ox0KI' ¢ gonmneporpadueil (oieHKa rpaJueHTa JaBiA€HU, TOJII
UHBICTEHOK, 00cTpykiuu BTJDK).

18.UTo siBJIfieTCSl NPUYMHONM cep/ieuHOi HeJ0CTATOYHOCTH NPH CHHAPOMeE A
Jbnopra?

— OTBeT: BTOpUYHAs TUIIEPTEH3US U3-3a XpOHUUECKOoil 0oe3Hu noyek (Xb
IT) — neperpy3ka JIK.

19.Kak yacto caeayet npoBoauthb IXoKI manmuentam ¢ cunapomom Mapda
Ha?

— OTBeT: eXeroHo (MOHUTOPUHT JUAMETpa a0PThl U QYHKIIMU KIaNaHOB).
20.ITpu KaKOM CHHIpPOMe BCTPeYaeTCs COYeTAHHEe KAPAMOMHONATHH U TJIyX

oThI?

— OtBet: cunapom JIxepseina-Jlanre-Hunbcena (mytaruun KCNQL/KCNE

1 — ynmuaenne QT + HelipoceHCOopHAs TIIyX0Ta).

21.Kakoii MexaHH3M JIe;KHMT B OCHOBe apuTMuii npu cuuapome/[zkepBesia-
Jlanre-Hunbcena?

— OTBeT: MyTalluu reHOB KaJUEBbIX KaHAJIOB —
HapylIeHUe penosipu3aiuu — yajauHenne uareppaia QT —
puck torsades de pointes.

22.Yto siBasiercs nokazanueMm K ummiantanuu UK/l npu cunapome/I:xepn
esia-Jlanre-Huabcena?

— OTBeT: NapOKCU3MBbI KETYAOYKOBBIX TAXUAPUTMHUU C TOTEPEN CO3HAHUS
WJINBBICOKUM PUCK BHE3AITHOM CMEPTH.

23.11pn KaKoOM CHHAPOMeE NMOPaKeHHe Cepala cOYeTAeTCH ¢ YMCTBEHHOHOTC
TAJOCThIO U «JIMIOM 3Jb(pax»?

— OTtBeT: cunapoM Bunbsmca (HaakiIanaHHbIA CTEHO3 a0OPTHI +
KOTHUTHBHBIEHAPYIIEHUS + XapakTepHbId (peHoTun).

24 .Kakoii MeTO THATHOCTUKY 00s13aTeJIeH /IJisl BbISIBJIEHUS JIErOYHOM rume

PTEH3MHU YNAalMeHTOB ¢ cuHapomoMm u /l:kopmxa?
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— OtBet: Ox0KI ¢ nonmueporpadueii (oueHka qaBaeHUs B JIEFOUYHON apTep
un,pyakunn [DK).

25.Yto siBaAsieTcs kKpuTepueM 3¢ PpekTUBHOCTH (pepMEHTHON 3aMeCTHTEIbHO
irepanuu npu 6oJ1e3Hu [lomme?
— OTtBeT: perpecc runeptpoduu Muokapaa (ymeHbiieHue toamuHbl MKIT
< 12-13 mm), HopMmanuzarus OB JIK > 50 %,
camwkenrne NT-proBNP < 125 nr/mi, yaydiieHUueToIepaHTHOCTH K Harpy3Ke.

Tect
Komnerenuusi/u: IIK-1, I1K-2, IIK-5, IIK-6, I1K-8

BeiOepure oquH npaBuJIbHbIM BapuaHT orBeTa. HoMep npaBujibHOro BapuaHnra
OTBETA YKaKUTE HUPPOIi.

1. Kakoii THII mOpaskeHUsl Aa0PTHI THIIMYEH JJs1 cuuapoma Mapdana?
a) KoOapKTaIusi;
0) aHeBpU3Ma BOCXOJISIIEH a0PTHI;
B) paccioeHue OpIOIIHOrO OT/IeNa;
I') TUIIOTLIA3U .
— OT1BeT: 0) aHeBpU3Ma BOCXOISIICH aOpPTHI.
2. Ilpn kaKoM CHHAPOME BCTPeYaeTcs HAAKJIANAHHbIH CTEHO3 a0PThi?
a) cungpom HyHnan;
0) cunapom Bunbsimca;
B) cunapoM u Jlxxopaxa;
T') CUHAPOM AJbIIOpPTA.
— OtBeT: 0) cunapom BunbsimMca.
3. Kakoii mopok cepaua xapakrepeH aJjs cunapoma TepHepa?
a) terpana damo;
0) KoapKTaIus aopThI;
B) JIMIIII;
') OTKPBITBIN apTepHaTbHBIN MPOTOK.
— OT1BeT: 0) KOapKTaIlKs a0PTHI.
4. Yto BbI3bIBAET MOPAKEHUE CEPALIA IPH COCYAUCTOM THUIIE CHHIAPOMA
duaepca-danno?
a) neunut xosutarena IIl tumna;
0) ayTOMMMYHHOE BOCTAJICHHUE;
B) MeTa0OIMYECKUE HAPYILICHUS;
') BUpyCHasi UHPEKIHS.
— OtBeT: a) nedunut koyareda I Tuna (COL3AL).
5. Kakoiit KT -npu3Hak TunuveH ajasa cuaapoma Hynan?
a) ykopoueHue unrepnaia PQ;
0) ynmuHenue uaTepBaia PR;
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B) noabéM cermenTa ST;

') maToyiorudeckuit 3yoer Q.

— OtBet: 0) yanuHeHue uarepnaia PR.

. Ilpu KakuX cMHApPOMAX BCTpeyaeTcs runeprpopuyeckas
KapAMOMHONATHSA?

a) cuagpom LEOPARD;

0) cunapom Kocremno;

B) cunjpoM bapra;

I') BCE NEPEUYUCIICHHBIE.

— OTBeT: I') BCE NEepEeUHCICHHBIE.

. Kakoil mapkep oTpaskaeTt neperpy3ky 00éMoM Npu cepaedHOM
HEeZ0CTATOUYHOCTH?

a) KDK-MB;

0) NT-proBNP;

B) TPONIOHUH I;

I') MUOTJIOOUH.

— OtBet: 0) NT-proBNP.

. UTo sABJIseTCS MOKA3aHUEM K KAPAMOCTUMYJISITOPY NPH CHHAPOMeE
LEOPARD?

a) CUHyCOBas TaXUKapIusi;

0) AB-6mokana I1-II1 cT.;

B) KEJYyI0YKOBAasi SKCTPACUCTOIHS;

r) ykopoueHnue uatepnaia QT.

— OtBet: 0) AB-6mokana II-III cr.

. Ilpu kakoM CHHApPOME MOPAa’KeHHe CepPAlla COYETAETCS C JIEHTUro?
a) cungpom HyHnan;

0) cunnpom LEOPARD;

B) cuHapoM Bunbsimca;

r) cunjpom Ju Jlxopxka.

— OtBet: 0) cunapom LEOPARD.

10.Kakoii MmeTo/ BbIsiBJIsieT (puOpPo3 Muokapaa npu cuuapome Mapdpana?

a) peHTreHorpadusi;

06) MPT c xoHTpacTHpOBaHUEM;

B) CUMHTHUTpadu;

') CTPECC-TECT.

— OtBeT: 0) MPT c KOoHTpacTupoBaHUEM.

11.Y710 BbI3bIBAET JETOYHYI0 TUNEPTEH3UIO IPU cuHApome TepHepa?

a) IEPBUYHOE MTOPAKEHUE JETOYHBIX COCY/IOB;

0) koapkTauus aopTshl — neperpyska JIK;

B) TpOMO0IMOO0JIHS;

I') BPOKJIEHHBINA MOPOK MUTPAIBHOTO KJIalaHa.

— OtBeT: 0) KoapkTanus aopTel — neperpyska JIK.

12.11pu KaKOM CHHApPOMeE KAPAUOMHUONATHS COYETAETCS ¢ KAaTAPAKTOl?

a) cunapom Mapdana;
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0) cunzipoM Bunbsimca;

B) cuHapoM HyHaw;

r) cunapom Ju Jlxopxka.

— OtBeT: 0) cunapoM Bunbsimca.

13.Kakoii ren myTupoBaH npu cuiapome bapra?

a) DMD;

0) TAZ;

B) SMN1;

r) COL3AL.

— OtBet: 0) TAZ.

14 Kakoii Tunn aputMum xapakrepeH ajs cunapoma LEOPARD?

a) GUOPMILISIINS TIPEJCEPINUNA;

0) J)KeIyA0uYKOBas TaXUKapAUs;

B) AB-0Ji0Kkasia BRICOKOM CTEICHU;

T') CUHYcOBas Opaaukapausi.

— OT1BeT: B) AB-0110Ka/1a BHICOKOM CTETICHH.

lS.Korna MoOKa3aHa XMPYpPIrusg aHEBPU3MbBI Aa0PTHI IPU CUHAPOME

Mapddana?

a) nuametp > 5,0 cm;

0) rpagueHT napyieHus > 30 MM pT. CT.;
B) ®B JIXK <40 %;

') eIMHUYHBIE IKCTPACUCTOJIBI.

— OTtBeT: a) nuametp > 5,0 cMm.

16.I1pu kakoM cuHApOMe ae(UIUT 3JacTHHA?

a) cuHApoM Dnepca-/lanno;

0) cunapom Bumbsimca;

B) cunapoM HyHams;

') CUHJIpOM AJbIOpTA.

— OtBeT: 0) cunapom BunbsimMca.

17 Kakoii meToa nuddepennupyer I'KMII npu cunapome Hynan?

a) OKT;

0) OxoKI ¢ nonmiepom;

B) CUMHTHUTpadu;

I') Harpy304YHbIN TECT.

— OTtBeT: 0) Ox0oKI' ¢ nomnmiepom.

18.YTo0 BBI3bIBAET CEPAEYHYI0 HEOCTATOYHOCTh NMPH CHHAPOMe AJibnopTa?

a) IpsIMOE NMOPaXKEHUE KapIHOMHOLIUTOB;

0) BTopuuHas runepTeH3us uz-3a Xbll;

B) ayTOUMMYHHOE BOCHaJICHUE;

r) MeTaboJInUeCKUe HapyIICHUS.

— OTtBeT: 0) BTOpUYHas runepteH3us uz-3a XbII.

19.Kak yacto IxoKI" npu cungpome Mapdana?

a) TOJIbKO MPHU CUMIITOMAX;
0) eXerogaHo;
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B) KaXble 6 MECSIIEB;
T) pa3 B 5 Jier.
— OTBeT: 0) €XKEeroJIHo.
20.ITpn kaKOM CHHAPOME KAPAMOMHONATHA + rJIyXxoTa?
a) CUHAPOM AJbIIOPTA;
0) cunnpom [xxepBenna-Jlanre-Hunbcena;
B) CUHJIpOM Y1lIepa;
r) cuHjipoMm BaapnenOypra.
— OtBeT: 0) cunapom JIxepBenna-Jlanre-Hunbscena.
21.Kakoii MexaHU3M apUTMHUIl IPU CUHAPOMe
:xxepBesia-Jlanre-Hunbcena?
a) 1eUIUT KaJus;
0) MyTallMu KaJINEBBIX KAHAJIOB;
B) ayTOMMMYHHO€ BOCHAJICHUE;
I') TOKCUYECKOE MOpaKeHUE.
— OtBeT: 0) MmyTaruu kanueBbx kaHamoB (KCNQL/KCNE1L).
22.Y910 noka3zanune k UK/ npu cunapome /:kepBesna-Jlanre-Hunbcena?
a) CUHyCcOBas TaXUKapIus;
0) MapOKCU3MBI JKEIIYAOUKOBBIX TAXHAPUTMUN;
B) AB-6mokana I ct.;
I') peACcCePAHbIE HIKCTPACUCTOIIBI.
— OTBeT: 0) MapOKCU3MBbI KETYT0UYKOBBIX TAXUAPUTMHUH.
23.11pn KaKOM CHHAPOME «JTHIIO0 Jbda» + KapauoMmuonaTus?
a) cunapom Buibsimca,
0) cunapom Hynan;
B) cunapoM u Jlxxopaxa;
r) cunapom Kocremno.
— OtBeT: a) cunapom Bunbsamca.
24.Kakoii MeTO0/1 OLIeHMBAET JaBJIeHHE B JIETOYHON apTepuH NMPU CUHIAPOME
Jn T:xxopaxa?
a) peHTreHorpadusi;
0) OxoKI ¢ nonmiepom;
B) CUMHTHUTpadu;
I') Harpy304YHbIN TECT.
— OTtBeT: 0) Ox0oKI' ¢ nomnmiepom.
25.Kaxkoii ren myTupoBan npu cunapome Kocresmno?
a) HRAS;
6) PTPN11;
B) SMN1,
r) COL3AL.
— OtBet: a) HRAS.
26.YTto noxka3zanue k 06era-06jokaropam npu cunapome Mapdana?
a) CHHYCOBas TaXUKapaus;
0) aHeBpU3Ma a0OPThI C PUCKOM PACCIOCHUS;
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B) KEJyI0YKOBask SKCTPACUCTOIMS;
r) ykopouenue PQ.
— OtBeT: 0) aHEeBpU3Ma a0PTHI C PUCKOM PACCIOCHHUS.
27.11pn KaKOM CHHAPOME KAPAHMOMHONATHUSA + TUNOTJIUKeMus ?
a) cuaapom bapra;
0) 6ome3np [lome;
B) cunapoM Koctemno;
r) cunjpoMm JxxepBenna-Jlanre-Hunbcena.
— OtBeT: 0) 60se3ub [lomme.
28.Kaxkoii mapkep ¢pudpo3a Mmuokapaa npu cuuapome Jiiepca-anno?
a) TponoHuUH [;
0) NT-proBNP;
B) raJICcKTHH-3;
I') MUOTJIOOHH.
— OTBeT: B) TAJICKTUH-3 (OTpakaeT akTUBaNMIO pudporeHesa).
29.11pu KaKOM CHHIpPOMe KAPAUOMHUOMATHS COYETAETCH ¢ MbIIIEYHOMH TUCT
poduei?
a) cunapom bapra;
0) MmbieyHas auctpodus Jromenna;
B) 6osie3nb [lomme;
I') BCE IIEPEUYUCIICHHBIE.
— OTBeT: I') Bce nepeurcieHHble (KaKIblii UMEET CBOW MaTOT€HE3 MOPaXKEH
Hscepaa).
30.Kakoii MmeT0 BHIfIBJIIET MUKPOCKONIUYecKUe (pOPO3HbIE M3MEHEHUS TP
ucunapome Hynaun?
a) cranaaptHas OKI;
0) MPT cepalia ¢ KOHTPAaCTUPOBAHUEM;
B) CUMHTUTpadus;
I') CTpecc-TecT.
— OtBeT: 0) MPT cepaila ¢ KoHTpacTUpOBaHUEM (MO3/IHEE YCUIICHUE B 30H
ax(pudpo3za).
31.Yto siBAsieTcA NPUYNHOI apuTMuii npu cunapome Ixepsena-Jlanre-H
WJbceHa?
a) 1eUIUT MarHus;
0) MyTaIlu T€HOB KaJUEBbIX KaHAJIOB,;
B) ayTOUMMYHHO€ BOCIIAJICHUE;
I') TOKCUYECKOE MOPAKEHUE MUOKAPIA.
— OtBeT: 0) MyTanuu reHoB kanaueBsix kanaaoB (KCNQ1, KCNEL).
32.Kakoii THII KAPAMOMHUONIATUM XapaKTepeH 1Jjis cuuapoma bapra?
a) runepTpoduyeckas;
0) nunaTalMoOHHAs;
B) PECTPUKTUBHAS;
r) apurmorenHas aucruiasus [DK.
— OtBeT: 0) quiatanuoHHas (C CUCTOINYECKON AUCHYHKITHEH).
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33.I1pu KaKoM CHHIpPOMe MOPAa’KeHUe cepala CBA3aHO ¢ Aepuuutom pepme
HTAKHMCJI0H anbda-rioKo3naasbl?
a) 6ose3ns [lomme;
0) 6ose3up Pabpu;
B) Oone3nbp Humanna-Iluka;
r) 60me3Hb ["omre.
— OTtBeT: a) 0oxne3nsb [lomne (raukorenos |l Tumna).
34.Kaxkoii DKI'-npu3nak xapakrepeH aJs cunapoma bapra?
a) moabeM cermenTa ST,
0) ynnuaenue unrepnana QT,
B) HU3KOBOJIBTHBIE 3yOIbl R B IpyAHBIX OTBEACHUSAX;
) matojorudyeckuii 3yoerr Q.
— OTBeT: B) HU3KOBOJbTHBIC 3yO11pl R (M3-3a runoTpoduu MUOKapa).
35.YT0 noka3zaHue K XHPYPru4eckoil KOppeKUUd KOAPKTAIUHN A0PThI NPH €
uHapomeTepuepa?
a) TpaJlueHT AaBieHus > 20 MM PT. CT.;
0) ¢pakuus Beiopoca JIK <40 %;
B) €IMHUYHBIC JKEIIYJOUYKOBBIE IKCTPACUCTOJIBIL;
T') CHHYCOBas Opajaukapausi.
— OTBeT: a) rpajueHT nasieHus > 20 MM pT. CT.
36.I1pn KaKoOM CHHAPOME BCTPEYAETCH COUeTaHUe KAPANOMHUONATHH U CKeJl
eTHbIXaHOMAJIHUi (KM} O0CKO0I1M03, BODOHKOOOpa3Has IPyJAHAsA KJIeTKa)?
a) cungapom Mapddana;
0) cunapom Dnepca-Jlanio;
B) cunapoM Jlopenca-Myna-bapne-bunmns;
I') BCE NEPEUYUCIICHHBIE.
— OTBeT: I') Bce NepevyuciIeHHbIe (KaXIblii UMEET CBOU XapaKTEPHBIE CKeJle
THBICU3MEHEHUS ).
37.Kakoii MmeTo/ M03B0JIsIeT OlleHUTH QYHKUMIO KJIANAHOB NpU cuHapome B
wibsaMca?
a) peHTreHorpadusi;
0) OxoKI' ¢ gonmneporpadueii;
B) CUMHTUTpadus;
') Harpy304YHbIN TECT.
— OTtBeTt: 0) Ox0KI' ¢ nonmieporpadueii (o1ieHKa rpaJueHTa aBJICHUs, CTE
MEHUCTEHO3a).
38.Uto siBasieTcst KpuTepueM 3(p(PpeKTUBHOCTU (PePMEHTHOI Tepanuu npu 6
osne3Hullomme?
a) CHUKEHUE YPOBHS KPEaTUHUHA;
0) ymenbienue Toamuasl MXKIT < 12-13 mm;
B) HOpMaJu3alus Kajaus;
I') HICUE3HOBEHUE IKCTPACUCTO.
— OtBeT: 0) yMeHbiernue Toanuuasl MXKIT < 12—13 mm.
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39.I1pu KaKOM CHHIpPOMe MOPAaKeHHe Cepala COUYeTAeTCH € IVIyX0TOH U yIJI
nHeHHueMHuHTepBaga QT?
a) CUHIpPOM AJbIIOPTA;
0) cunnpom Jxxepsenna-Jlanre-Hunbcena;
B) CUHJpOM Y1liepa;
r) cuaapom BaapnenOypra.
— OtBeT: 0) cunapom [Ixepsenna-Jlanre-Hunbscena.
40.Kakoii MexaHU3M JIe;KUT B ocHOBe runeprpoduu JIZK npu cunapome Aua
bropra?
a) MpsiMOE MOopaKeHHUe KapAuOMHUOIUTOB;
0) BTOpruuHas rurnepreH3us u3-3a Xbll;
B) ayTOUMMYHHO€ BOCIIAJICHUE;
') METa0OJIMYECKUE HAPYIIICHUS.
— OtBet: 0) BTOpHUYHas runepTeH3us usz-3a XbII.
41.11pu KaKOM CHHAPOMeE BCTPe4YaeTcs coUeTaHNe KapAUOMHUONATHH U KaTa
paKTbI?
a) cuHapoM BubsiMmca;
0) MmuoToHN4eckas guctpodus 1-ro Tuna;
B) cu"apoM HyHan;
') BEpHO a u 0.
— OT1BeT: ) BepHO a 1 0 (00a CHHJIpOMa acCCOLIMUPOBAHBI C KaTapaKTOM).
42.Kakoii ren myrupoBan npu cunapome LEOPARD?
a) PTPN11;
0) HRAS;
B) SMN1,
r) COL3AL.
— OtBert: a) PTPN11 (RAS/MAPK-miyTh).
43.Yt1o nmoka3zanue k umiuianrauuu UKJI npu cunapome/[xkepBensia-Jlanre
-Huabcena?
a) cuHycoBas Taxukapaus > 120 yua./muH;
0) MapOKCU3MBI KEIYJOUKOBBIX TAXUAPUTMUM C IOTEPEN CO3ZHAHUS,
B) AB-Onokana [ cT.;
I') IPEICEPIHBIE SKCTPACUCTOJIBI.
— OT1BeT: 0) MapOKCU3MBI KEITYAOUKOBBIX TAXHAPUTMUN C OTEPE CO3HAHU
A.
44 Tlpu kaKoOM CHHAPOMe MOPAKeHHUEe cepana CBA3aHo ¢ nedpuuurom tadazun
Ha?
a) cunapom bapra;
0) 6ox1e3ub Ilomme;
B) cunapoM Koctemnno;
r) cunzpom Ju Jlxopxka.
— OtBerT: a) cunapoM bapra (TAZ).
45.Kakoii MeTO/1 JUATHOCTUKHU 00513aTeJIeH /1JIsl BbISIBJIEHUS JIETOYHOM rume
prensunnpu cuapome Iu Txxopaxa?
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a) peatrenorpadus OI'K;
0) OxoKI' ¢ gonmiepom;
B) CIIUPOMETPHS;
T') TyJIbCOKCUMETPHUS.
— OtBet: 0) Ox0KI' ¢ nonmiepom (oLEHKa JaBJIECHUS B JEFOYHOW apTEPHH ).
46.YTo ABJAsIeTC MOKa3aHHeM K 0eTa-0jiokaTopam npu cunapome Mapdan
a?
a) CHHYCOBasl TaXUKapaus;
0) aHeBpHU3Ma a0PTHI C PUCKOM PACCIIOEHUS;
B) JKEJIyJOUKOBAasi SKCTPACUCTOIUS;
') yKkopoueHue uateppaia PQ.
— OtBet: 0) aHeBpU3Ma a0PTHI C PUCKOM PacCiIOEHUs (CHUKEHHUE CKOPOCTHU
pacmupeHus).
47 .11pu KaKOM CHHAPOMeE KapANOMHUONATHS COYeTaeTcsl C TUNnorJanKemueit?
a) cungapom bapra;
0) 601e3ub Ilomme;
B) cunapoM Kocremno;
r) cunapom Jlxepsemia-Jlanre-Hunbcena.
— OrtBert: 0) 60ne3ns [lomne (nedumutr GAA —
HAKOIJIEHUE [VIMKOTE€HA B IEUEHU UMHUOKAP/IE).
48.Kakoii OMoXMMHUYeCKNIl MapKep 0TPakaeT neperpy3ky o0éMoM Npu ce
PACYHOMHEAOCTATOYHOCTH Y MAIMEHTOB ¢ HACJAEACTBEHHBIMH CHHAPOMA
mu?
a) KOK-MB;
0) NT-proBNP;
B) TponioHuH T;
r) JIAL.
— OtBeTt: 0) NT-proBNP (cekpetupyercs npu pacTsy)KEHUU CTEHOK JKEIy10
YKOB).
49.Yto aBasiercss kputepueM 3¢ ¢peKTHBHOCTH Tepanuu npu cuuapome bap
Ta?
a) HOpMaJIM3alKs ypOBHS Kalus;
0) ysesmmuenune OB JDK > 50 %;
B) UCUE3HOBEHHE IKCTPACUCTOJI;
I') CHUJKEHUE KpEeaTUHUHA.
— OtBeT: 0) yBenuuenne ®B JIK > 50 %
(mokazaTeab CUCTOMNYECKON (DYHKITUN).
50.I1pu KaKOM CHHIpPOMe NMOPAaKEHHUE CePAla COUYETACTCH ¢ XapAKTEPHbIMH
JUUEBbIMH AM3MOopGusaMu (ILIUPOKH J100, runepreaopusm)?
a) cunapom HyHaw;
0) cunapom Bunbsamca;
B) cunapoM Kocremno;
I') BCE NEPEUYUCIICHHBIE.
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— OTBeT: ') Bce nepeyuciaeHHble (KaXablii UMeeT CBOW XapaKTepHbIil (eHOT
u).

IlepeyeHb CUTYAUMOHHBIX (KIMHUYECKHUX) 32124, Kelc-3a1a4

Komnerenmus/u: IIK-1, I1K-2, IIK-5, IIK-6, I1IK-8

3agaua l

[Tanuent 18 et ¢ cunagpomom Mapdana xanyeTcs Ha OLyIIeHUE MyIbCalU B
niee, OJIBIIIKY MpU X0Ab0€, yToMmiiseMocTh. [Ipu ocMoTpe: acTeHuuecKkoe
TEJOCJIO0KEHHUE, TUIIEPMOOMIBHOCTh CYCTaBOB, KU(POCKOIN03. AYCKYJIbTATUBHO —
JMIMACTOJIMYECKHUM IIIYM HaJl A0OPTOU, yCrUJIeHHbIN 11 TOH.

Bomnpochr:

1. Kakoe nopaxenue cep/iiia Haudojaee BEpOsSTHO?
2. Kakue mHCTpyMEHTAIbHBIC METOIBI MTOATBEPAT TUATHO3?
3. KakoBa TakTuKa BeaeHus mamnuenTa?

— OTBeTHhI:

1. AHeBpu3Ma BOCXOJSILEH aOPTHI C A0PTAIBHON HEJOCTATOYHOCTHIO
(ciencTBUE KUCTO3HOM MEAUATIBLHOM JEereHepalun).

2. DOxoKI (ouenka auameTpa aopThl, ctenenu peryprutanun ), MPT/KT aopTsrl
(metanuzanus anatomuun), IKI' (UCKIITOUEHHE apUTMU).

3. Perynsapusiit MoruTopuHT auametpa aopTsl (OxoKI™ kaxasie 6—12 mec.);
0eTa-6s10kaTOPHI (METOIPOIION) JAJIsl CHUKEHUSI CKOPOCTH PACIIUPEHUS
aopThl; OTpaHUYEHNE UHTEHCUBHBIX (PU3NUYECKUX HArpy30K; MPHU AUAMETPE
aopTsl > 5,0 cM — Xupypruuyeckas KOppeKuus.

3anaya 2

HeBouka 7 et ¢ cunapomom TepHepa (45,X) nadmogaercs y neauatpa. [pu
MJIAaHOBOM OCMOTpE BbIsABIEeHBI noBbiieHue AJl 1o 150/90 mwm pr. cT.,
cucronnueckuil mryM Bo II Mexxpebepbe cripaBa OT TpyAUHBI.

Bomnpocsr:

1. Kakoil BpoXJIEHHBII TOPOK CEPAILIA BEPOSITEH?
2. KakoBbI MEXaHU3MBI ApTEPUATTBHON TUTIEPTCH3UH ?
3. Kakwue uccnegoBanuss HeOOXOIUMBI JIJIsl YTOUHEHUS TUarHo3a?

— OTBeTHI:

1. Koapkranus aopThsl (TUIIMYHO JJ1s1 CuHApoMa TepHepa).
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2. 'emonunamuueckas neperpyska JIK n3-3a cyxeHus: aOpTbl — aKTHBALUs
PAAC — 3anepxka )XKUAKOCTH — THIEPTEH3HS; BO3MOXKEH BTOPUYHBIN
CTEHO3 ITOYEUYHBIX apTEePUM.

3. OxoKI ¢ mommieporpadueii (o1eHKa rpaueHTa JaBICHUS B 30HE
koapkrtauuu), MPT aoptel, cyrouHblii MOHUTOPUHT AJl, aHanu3 KpeaTUHUHA
Y DJIEKTPOIUTOB (MCKIIFOUEHUE MOYEYHON TUIIEPTEH3UN ).

3agaua 3

Myxunna 24 rona ¢ cuaapomom Bunbsimca (nenenus 7q11.23) xanyercs Ha
YTOMJISIEMOCTb, OJBIIIKY IIpU Harpy3ke. [Ipu ayckyapTanm — CUCTOIMYECKUIMA
IIyM HaJl OCHOBaHMEM cepala, akUeHT 1l ToHa Hax JIEroYyHOoU apTepuen.

Bonpocsr:

1. Kaxo#t mopok cepiia Hanbosee BeposITeH?
2. Kakue n0moJHUTENbHBIE METO/Ibl TUATHOCTUKHU MOATBEPSAT TUATrHO3?
3. KakoBbI IpUHITUTIBI JICUCHUS ?

— OTBeTHI:

1. HaaxnamaHHBIA CTEHO3 a0pThI (XapakTepeH Al CuHApoMa BubsiMca).

2. OxoKI ¢ nonmieporpadueii (u3mepenue rpaauenta nasienus), MPT cepama
(anaTomus nopoka), IKI' (mpusnaku runeprpodun JIK).

3. Ilpu rpaguente > 50 MM pT. CT. — OaJNIOHHAS BaJbBYJIOIJIACTUKA UITU
XUpyprudeckas Koppekius; nHruoutopsl AIID/capransl npu runepTeH3ny;
perynsipablid KOHTpoab IX0KI™ kaxaeie 1-2 roaa.

3anaua 4

[TaunenTka 28 et ¢ cunapomom Hynan (mytamus PTPN11) ormeuaer nepebou B
pabote cepaia, rosiopokpyxenne. Ha OKI': yanunenue unrepsana PR no 240 mc,
snu3oa6l AB-0Omokazne! I cT.

Bomnpocsr:

1. KakoB nmaroreHne3 HapylieHUH MPOBOJUMOCTU?
2. Kakwue uccneqoBanusi Hy>KHBI JIJIs1 OIEHKH PUCKA OCJIOKHEHUM?
3. Kakas takThka BeqeHHs ONTUMAILHA?

— OTBeTHI:

1. ®ubpo3 mpoBOASAIIEH CUCTEMBI Cep/Illa U3-3a JUCPET YU
RAS/MAPK-niytu ipu myrtaruun PTPN11.

2. XontepoBckoe moHuTopupoBanue DKI' (mouck may3 putma, ®eayT09KOBIX
aputmuii), 9xoKI' (uckitouenue creHo3a nérounot aprepun, JJMIIIT),
ananu3 snexrpoiutoB (K* , Mg?* ).
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3. Exerognsiit kouTpons IKI u xonTepa; npu nporpeccupoBaHuu OJIOKaaAbl —
KOHCYJIbTAIIMSI apPUTMOJIOTA JJIsl PEIICHUS BOIIPOCca 00 NUMIUTAHTALINH
KapJUOCTUMYJIATOPA; OeTa-0I0KaTOPHI MU rUNepTpoPuIecKoit
KapJAMOMHUOIATUU (€CIIH €CTh).

3agaua 5

Pe6Enok 4 rona ¢ cunapomom bapra (mytanus TAZ) umeeT xano0bl Ha OJBIIIKY,
OTEKHU, CHIDKeHUE anmneTtuTa. [Ipu ocmoTpe: 6i1eIHOCTD, remaToMeranus,
taxukapaus. IxoKI': qunaranus JDK, @B JDK 35 %.

Bomnpochr:

1. Kako# Tun KapaAuoMUONIaTUH pa3BUIICA?
2. KakoB maToreHes mopaxeHus ceparma?
3. KakoBa cxema Tepanuu cepaeqHON HETOCTATOUHOCTH?

— OTBeTHhI:

1. Hunartarmuonnas kapauomuonatus (JAKMII) ¢ cuctonuueckoit quchyHkimei
(@B 35 % — TsKénas CTENEeHb).

2. Hedwumut tadaznaa — MATOXOHAPHATBHAS TUCPYHKIHSA — dSHEProAeHUITUT
KapJIMIOMHUOLIUTOB — JiereHepanus u ¢pudpos.

3. Uuruburop AIID (snananpuin 0,1-0,2 mr/kr/cyt), 6eTa-010Katop
(xapBeamnon 0,05-0,1 mr/kr/cyt), nuypetuku (bypocemus 1—2 mr/kr/cyt
MIPU 3aCTOE), CIIUPOHOJAKTOH 1—2 MI/KI/CyT; KOHTPOJIb SJIEKTPOJIUTOB U
dbynkimu novek; pepMmentHas tepanus (L-KapHUTHH) IS TOIIEPKKH
MeTaboIM3Ma MHOKap/ia.

3anaya 6

[Tartuent 13 et ¢ cunapomom u xopmaxka (22ql1.2-nenemnus) nabnrogaercs y
KapJuoJiora ¢ [uarao3om «rerpana ®ammo». B mocnennue Mecsisl oTMedaeT
YCUJICHUE OJIBIIIKY MPU HArpy3Ke, IMaHo3 I'y0 B MOKOE, YTOMIIIEMOCTb.

Bonpocer:

1. Kakue ocnoxxHeHus TeTpaabl Pajmio BO3MOXKHBI y MarueHTa?

2. Kakue mHCTpyMEHTAIbHBIC METOIBI HEOOXOIUMBI JIJIS1 OIEHKH TSIKECTH
COCTOSIHUSA?

3. KakoBa TakTuka BegeHus?

— OTBeTHI:

1. IIporpeccupoBaHue CTeHO3a JETOYHON apTEPUU — YCUIICHHE
MPaBOXKETYI0YKOBOM HEAOCTATOUHOCTH; PA3BUTHE APUTMHUIM; PUCK
WH(PEKIIUOHHOTO SHI0KAPIUTA.

2. 2xoKI ¢ nonmieporpadueit, IKI', mynbcokcumerpusi, MPT cepaua.
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3. KoHcynbTamus kapauoxupypra; npopuiaakTuKa 3HI0KapAuTa; KUCIOPOIHAs
tepanus npu SpO, <90 %; AMYypEeTHKH MPU MPU3HAKAX 3aCTOA.

3agaua 7

Kenmmuna 30 ner ¢ cunagpomom LEOPARD (myrtauus PTPN11) sxanyercs Ha
AMU30/1bl TOJIOBOKPYKEHHUSI, KpaTKOBpEeMeHHbIe noTepu co3Hanusa. Ha OKI:
AB-6nokana II ct. Tuna Moo6wuTir 11, may3sl putma 710 4 c.

Bomnpochr:

1. Kakoe ocioxHEeHHE pa3BUIOCH?
2. KakoBbl maToreHeTHYECKUE MEXAHU3MBI?
3. Kakas taktuka neyenus rnokaszasa?

— OTBeTHhI:

1. CumnromHas AB-610kana BEICOKOM CTETIEHU C PUCKOM BHE3aMHOM
CEpJIEUHOM CMEPTH.

2. ®ubpo3 MpoBOAIICH CHCTEMBI CEP/IA U3-3a TUCPETYISITUN
RAS/MAPK-niyTH.

3. UmnmanTanus noctostHHOro Kapaunoctumysitopa (DDDR); perynsipubiit
koHTpoJsib DKI' u xonTepa kaxapie 6 MecC.; HCKIIFOYEHHUE IIEKTPOJIUTHBIX
HApPYLICHUM.

3anaua 8

Manwuuk 5 et ¢ cuaagpomom Anprniopta (COL4A3) Habmrogaercs y HedpoJiora ¢
XBIT II crapuu. ITpu obcnenoanuu: A/l 150/95 mm pr. ct1., Ox0oKI" —
runeptpodus JOK (MXKII 12 mm), @B JIXK 60 %.

Bomnpocsr:

1. KakoB MexaHU3M MOpakeHus cepia’?
2. Kakue nomosHUTENbHBIE UCCIIEA0BAHUS HEOOXOAUMBI?
3. KakoBa cxema aHTUTUTIEPTEH3UBHOM Tepanuu?

— OTBeTHI:

1. Bropuunas runepren3us uz-3a XbIl — neperpyska naBieHnem —
rutnieprpodus JIK.

2. Cytounbii Mouutopurr AJl, ananuz CK®, NT-proBNP, OKT'.

3. Uarubutop AIID unu capras; npu HeIOCTATOYHOM I (PEKTUBHOCTH —
amiiogunuH. KOHTpoab KpeaTHHUHA U Kallusl Kaxble 2—4 HEJIeNH.
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3amaya 9

[MTarment 21 rox ¢ cuaapomom JIxepBeria-Jlanre-Hunbcena (myTamus KCNQ1)
OTMEUaeT MPUCTYIBI CepAlleOneHNs, KpaTKOBPEMEHHbIE ToTepu co3Hanus. Ha
OKT': uaTepBan QT 560 Mc (KOppUTrHpOBAHHBII), 33016l TOJUMOP(HOH
KEIyJOYKOBOM TaXUKapIAUH.

Bonpocsr:

1. Kakoit cunapom pa3Buics?
2. KakoBbI maToreHeTH4eCcKre MEXaHU3Mbl apUTMUA?
3. KakoBa HEOT/I0KHAs U JOITOCPOYHAs TAKTUKA?

— OTBeTHI:

1. Cunapowm ypmuaénnoro uatepBaina QT ¢ puckom torsades de pointes.
2. Myranus KCNQ1 — nedumut kanueBoro toka IKs — 3amemnienue
penosipu3aIuy — paHHsS MOCTACTIONIPU3ANSI — TOJIUMOpGHAs

3anaya 10

PebGénok 3 rona ¢ 6onesnnto [lomne (nHpanTunpHas popma, aepunut GAA)
nojydaeT (pepMEHTHYIO 3aMECTUTENIBLHYIO Tepamuio (anrioko3uaasza aabda). [pu
KOHTpOJbHOM 00cnenoBanuu: IxoKI' — ymenbmienue runeptpoguu MXKII ¢ 18
10 10 mm, @B JIZK 65 %, OKI' — Hopmanusanus narepsana PR.

Bomnpocsr:

1. Kak o1eHuTh TMHAMUKY COCTOSTHUS?
2. Kakwue nonrocpouHbie Mepbl HEOOXOIUMBI?
3. KakoBsl kpuTepuu 3 PEeKTUBHOCTH TepaATHU?

— OTBeTHI:

1. TlonoxxurtenbHasi TUHAMHUKA: perpecc runepTpodun Muokapaa u
HOpMaJIM3alusl IPOBOAUMOCTH Ha (poHE (EepMEHTHOM 3aMeCTUTENbHON
Teparuu.

2. TloctosauHbIN MpuEM anriOKo3uAa3bl adbda (MMOKU3ZHEHHO); €KET0THBIN
kKOoHTpoJib DXOKI', OKI', NT-proBNP; MOHUTOpPUHT poCcTa U pa3BUTHS;
npopUIaKTUKA peCIUPATOPHBIX WH(PEKIIHIA.

3. Crabunuzanus win yBenuuenue @B JDK, ymeHbIieHrE TOMIIMHBI
MIKII < 12—13 MM, OTCYTCTBHE HOBBIX apUTMUI, HOPMAJIH3ALUS
NT-proBNP < 125 nir/mi1, ynydiieHre TOJIEPaHTHOCTH K Harpy3kKe.

3agaua 1l
[TarimenTtka 35 net ¢ cunapomMom Diepca-/lanno (cocyTUCThIN THI,
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myTtarust COL3AL) xxamyeTcs Ha MyJIbCUPYIOIIYIO TOJOBHYIO 00JIb, OIIYIIICHHE
cepaueoduenus. [Ipu ayckynpTaliuu — CUCTOJIUYECKHI IITyM HaJl A0PTOH,
OCJIa0JICHHBIN MyJIbC Ha HIHKHUX KOHEYHOCTSIX.

Bonpocsr:

1. Kakoe mopaxeHue cocy0B Hauboyee BEposiTHO?
2. Kakue MeTo/ bl JUarHOCTUKH MOATBEPAST JUarHo3?
3. Kakosa taktuka BeaeHus?

— OTBeTHI:

1. AHeBpu3Ma MIIM PacCIOCHHUE a0PTHI (XapaKTEPHO ISl COCYAUCTOTO THIIA
cuH poma Diepca-/lanio).

2. MPT/KT aopTbl ¢ KOHTpacTUPOBAHUEM (BBISIBIICHHE
aneBpu3Mbl/paccioenus ), IXoKI (omieHka KOpHs a0pThl U KJIAaHOB),
renernyeckoe tecrupoanue (COL3AL).

3. bera-610kaTophl (METOMPOIIOIT) SISl CHUXKEHHS] CKOPOCTH PACHIUPEHUS
A0PTHI; HCKITIOUCHHE (U3NUECKUX HATPY30K, MOBHITIAtomux AJl;
XUpypruyeckas KOppeKIus Ipu auameTpe aopTsl > 5,0 cM UiIu OBICTPOM
pocte (> 0,5 cm/ron); perynsipasiii MoHuTOpruHr MPT/KT kaxnbie 6—12 mec.

3agauya 12

Manpuuk 10 et ¢ cunapomom Koctemno (myrauust HRAS) nabmtonaercs y
KapJIMOJIOTa C IMarHO30M «TurnepTpodudeckas kapauomuonarusy. XKamyercs Ha
YTOMIISIEMOCTD, OJIBIIIKY TIPH Oere.

Bonpocer:

1. KaxoB narorene3 ['KMII npu cunapome Kocremno?
2. Kakue uccnenoBaHusi HEOOXOAUMBI JIsl OLIEHKHU TSKECTH COCTOSTHHS?
3. Kaxkoa cxema Tepanun?

— OTBeTHhI:

1. Hucperynsuus RAS/MAPK-nytu — runeprpodus KapAMOMHUOIUTOB.

2. OxoKI ¢ mommnepom (orieHKa rpagueHTa JaBICHHS, TOIIMHUHBI cTeHOK), DK
(mouck aputmuii), Xxontep (BoisiBieHHe nay3 putMa), NT-proBNP
(neperpyska 00bEMOM).

3. bera-6mokaTops! v BepanaMud sl ymeHbienus ooctpykiuu BTJDK;
uHruouTopsl AII® mpu nmpuszHaKax cepaeyHON HEJOCTATOYHOCTH;
OrpaHUYeHUE MHTEHCUBHBIX (PU3UUYECKUX HATPY30K.

3amauya 13
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[TarmenT 40 et ¢ 6one3anpio ®abpu (meduuT o-ramakTo3uaassl A) oTMedaeT
IPUCTYIIBI KOMIOMINX OoJiei B o6nacTu cepaua, oabuky. [lpu ocmoTpe:
aHTHMOKEPAaTOMBI Ha KOXKe, CHIDKCHHE BUOPAIIMOHHON 4yBCTBUTEIbHOCTH. DXOKI ™
runeptpodus JOK (MXKII 16 mm), B JIK 55 %.

Bonpocsr:

1. KakoB MexaHu3M MOpakeHus cepama’?
2. Kakue nonoJIHuTeIbHbIE METO/IbI JUArHOCTUKHU HYKHBI?
3. KakoBa Taktuka jieueHus?

— OTBeTHI:

1. Hakomnenue rio6otpuaosuiuepamuaa (Gb3) B kapanomMuonurax —
runeptpodus, pudpos, nuactonnueckas TUCHYHKIIHUS.

2. MPT cepana ¢ kKoHTpacTUpoBaHuEM (MO3/IHEE YCHIICHUE B 0a3aibHbIX
ornenax JIK), aHanu3 akTUBHOCTH 0-TaJJaKTO3U/1a3bl A, TEHETUYECKOE
tectupoBanue (GLA).

3. depMeHTHAs 3aMECTHTENNbHAS Tepanus (arajicuaasa anbda/oera);
cuMnToMarrdeckas tepanus (0eta-0mokaTopbl, HHTUOUTOPHEI AITID);
KOHTpOJb IpoTeuHypuu 1 CK® (puck Hedponarun).

3amaua 14

JleBouka 2 rona ¢ cunapomoM Hynan (myrtamuss PTPN11) umeeT cucronnueckuii
myMm Bo Il Mmexxpebepbe ciieBa OT TpyJIUHBI, OTCTAET B PU3MUECKOM PA3BUTUH.
Ox0KT': creno3 nérounoit aprepuu, runeprpodus [DK.

Bomnpocsr:

1. Kaxo# Tun nopoka cep/ilia BbIsIBJIECH?
2. KaxoBsl Mmexanu3mbl runeprpoduu [DK?
3. KakoBa taktuka BeaeHus?

— OTBeTHhI:

1. Knanannsiit cTeHO3 IErOYHOM apTepuu (TUTIMYEH s cuHapoma HyHan).
2. Ileperpy3ka gaBleHHEM U3-3a CTEHO3a — KOMIICHCATOPHAS THIEPTPOPUs

ITK.
3. Perymspusbiit kouTposb OXoKI' kaxabie 6—12 Mec.; pu rpagiueHTe JaBIeHUS
> 50 MM pT. cT. — OaJUIOHHAs BAJIbBYJIOIIACTUKA UM XUPyprudecKas

KOppEKIus; MpoduiIakTika HHPEKIIMOHHOTO YHI0KAPIUTA.

3anava 15
[Tauuent 27 ner ¢ cungpomom bapra (mytauust TAZ) sxanyeTcst Ha OJBIIIKY, OTEKH,

58



MbITIIedHY0 c1abocTh. DX0oKI': mumararus JIK, @B JIXK 38 %, mutpansHas
peryprutanus Il cr.

Bonpocsr:

1. Kakoit TuIm KapIMOMUOTIATUH Pa3BUIICS?
2. KakoB naToreHes nopaxxeHus cepaa’?
3. KakoBa cxema tepanuu cepAeyHON HeI0CTaTOYHOCTU?

— OTBeTHI:

1. HunartamuonHas kapauomuonatus (JJKMII) ¢ cucronuueckoi
nuchyHKIUCH.

2. Jlebunut TadgazuHa — MUTOXOHApHATbHAS JUCPYHKIIUA — SHEProaePUIIUT
KapAUOMHUOLIMTOB — JAereHepanus u Gpuodpos.

3. Uurubutop AIID (snananpui), 6eta-0mokarop (KapBeauIo), ANyPETUKA
(bypocemu ), CHUPOHOJIAKTOH; KOHTPOJIb AIEKTPOIUTOB U (DYHKIIUH MOYEK;
L-KapHUTHUH 1151 TOAACPKKK MeTaboIru3Ma MUOKap/a.

3agauya 16

XKenmmna 32 roga ¢ cuaapomom Ixepseria-Jlanre-Hunscena (mytarus KCNQ1)
OoTMEUaeT MPUCTYIIBI cepaneouenus, oomopoku. Ha OKI': uarepan QT 580 mc
(KOppUTHPOBAHHBII ), STMU30/IbI TOJIUMOP(PHON KEITYJOUKOBON TaXUKaPAUH.

Bomnpochr:

1. Kaxo¥# cunapom pa3Buics?
2. KakoBBI MaTOTEeHETUYCCKHE MEXAaHU3MbI apUTMUN?
3. KakoBa HEOT/IOKHAs U JOJITOCPOYHAS TaKTHUKA?

— OTBeTHhI:

1. Cunapom yanunénnoro uateppaia QT ¢ puckom torsades de pointes.

2. Mytamus KCNQ1 — nedunut xanueBoro Toka IKs — 3amemnenne
penoysipu3auy — paHHss MOCTACTONAPU3ALNS — TOoIUMOpdHas
KEITYTOUKOBAsI TAXUKAPIHSI.

3. Heotnoxwnas: rocnutanuzanus, MoHuTOpuHT JKI', Marues3ust BHyTpUBEHHO
npu torsades; monarocpouHas: 0eta-0J0KkaTOphl (HATEHOJO), UMILIAHTAIIUS
WK]I mpu mapokcusMax; UCKIIOUCHHE MpenapaToB, yaauHsomux QT;
peryssipubiii koHTposib DKI™ kaxasie 3—6 mec.

3agaua 17
Pe6Enok 6 mecsuer ¢ cunapomoM u Jxopmxa (22q11.2-aenenus) uMeeT 1UaHO3,
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OJIBIIIIKY, OTCcTaBaHue B Bece. DXoKI': terpana @ansno (cTeHO3 NErOYHOM apTepuH,
JAMXII, nexctpano3unus aoptsl, runeprpodus [1K).

Bonpocsr:

1. Kakue 0Cl10KHEHUS BO3MOXKHBI?
2. Kakne MeToqpl ITMarHOCTUKH HEOOXOIUMBI?
3. Kakosa taktuka BeaeHusa?

— OTBeTHI:

1. IIporpeccupoBaHue CTeHO3a JETOYHON apTEepUn — MPABOXKEITYJOUKOBAS
HEJIOCTaTOYHOCTh; apUTMHU; NHPEKIIMOHHBIN YHAOKAPAUT.

2. 2xoKI ¢ nonmiepom, KT, nynbcokcumerpusi, MPT cepana (aetanbHas
aHAaTOMUA).

3. Koncynbramus kapauoxupypra ajis paJuKaibHON KOPPEKIUU MTOPOKA;
npoduIaKTUKA SHI0KapAUTa; KUciIopoaHas tepanus npu SpO, <90 %;
JAYPETUKH MPU 3aCTOE.

3anaya 18

[Maruent 19 ner ¢ cunapomom Bunbsmca (nenenus 7011.23) sxanyercs Ha yToMiisie
MOCTB,0JIOBOKpYKeHUE. [Ipy ayCcKylnbTaluu: CUCTOIMYECKHUM IIIyM HaJl OCHOBaHUE
M cepaua,akieHt |l Tona Hax néroyHoi aprepueil.

Bomnpochr:

1. Kakoit mopok cepaiia BeposiTeH?
2. Kakue MeToapl TMarHOCTUKH TOATBEPAAT AUATHO3?
3. KakoBa TakTuka jgeueHus?

— OTBeTHhI:

1. HaaxnamaHHBIA CTEHO3 a0PTHI (HauboJee YacThli MOPOK Npu cu"apome Bum
bsIMCa).

2. DOxoKI ¢ monmneporpadueii (o1ieHKa rpaeHTa JaBJICHHS B 30HE CTEHO3a, a
HaTOMUHUAoOpTalbHOTO KJamaHa), MPT cepana (neranuzanus anatromun), DK
I' (mpusnakuruneprpopuu JIK), renernueckoe recrupopanue (nenenus ELN
).

3. Ilpu rpaguente nasieHus > 50 MM pT. CT. —
OayTOHHAs BabBYJIOMJIACTUKA UITUXUPYPTAUECKaAs KOPPEKIIHS; MHTUOUTOPHI
All®d/capTanbl pu COMyTCTBYIOMIEUTUIIEPTECH3UH; PETYJISIPHBIA KOHTPOJIb D
xoKI" xaxnpie 1—
2 rona; mpopuIaKTUKanH(GEKIIMOHHOTO YHAO0KAPUTA MPYU MHBA3UBHBIX MPOI]

eaypax.
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3agava 19

Manpuuk 8 et ¢ curapomom Ju Jxopmka (22011.2-nenemnus) uMeeT 9acThiepectt
upaTopHbie HHOEKIIUH, OTCTaBaHuEe B pa3BuTUh. DX0KI': nedext Mexokeny109KoBo
nneperopoaku (JIMXKII), creHo3 n€rouyHon apTepumu.

Bonpocsr:

1. Kakue ocinoXHEHUS BO3MOXXHBI TP TAaKOM MOpOKe?
2. Kakue I0IoJHUTEIBLHBIE UCCIIEI0OBAHNS HEOOXOIUMBI?
3. Kakosa TtaxkTuka BeneHus?

— OTBeTHI:

1. JI€rounas runepteH3us (u3-3a cOpoca KpOBHU CJIEBa HAIMPABO), MPABOXKEITYIO0
YKOBAsHEIOCTATOYHOCTh, MHPEKITMOHHBIN YHIOKAPIUT, APUTMHUH.

2. OKT (omenka neperpysku 1K), mynbcokcumerpus (CTeneHb TMIIOKCEMUN ),
MPT cepnua(anaTomus mopoka), aHajau3 UMMYHOTJI00YJIUHOB (o1ieHKa T-kie
TOYHOIO ePUIIUTA).

3. Koncynpramus kapauoxupypra sl peleHus Bonpoca o koppekuu JIMXKII;
npodrIIakTHKA SHI0KapAuTa; Kuciopogorepanus npu SPO, <90 %;
TUYPETUKHU MPUIPU3HAKAX 3aCTOS; UMMYHOJIOTHUECKas MOAAepKKa (IPU HEO
OXOJUMOCTH — 3aMECTUTEIbHAS T€pAIUsl UMMYHOTJIOOYJIMHAMH).

3agaua 20

Kenmmna 34 roaa ¢ cunapomom bapra (mytanus TAZ) xaiyeTcst Ha OJBIIIKY, OTE
KU, MBITIIeuHY10 ciaabocth. OXoKI: qunararus JDK, ®B JIXK 40 %,

muTpanbHas perypruranusll cr.

Bonpocer:

1. Kako# Tun kapauoMUONaTUH pa3BUIICS?
2. KaxoB nmaTorene3 mopaxeHus cepma’?
3. KakoBa cxema Tepanuu cepAeqHON HEJJOCTATOYHOCTH?

— OTBeTHhI:

1. Hunartarmuonnas kapauomuonatus (JIKMII) ¢ cucronuueckoi nucyHkuuein
(DB 40 % — ymMepeHHasi CTETIEHb).

2. Hedunut tadazuHa — MUTOXOHIpHUATbHAS AUCHYHKIU —
SHEProAePUIUTKAPIUOMHUOIIUTOB — JeTeHepanus u Gpuodpos.

3. Uarubutop AIID (anamanpun 0,1—
0,2 mr/kr/cyT), 6era-6mokarop (kapseauion 0,05—
0,1 mr/xr/cyT), nuypetuku (bypocemun 1—
2 MI/KT/CyT TIpH 3aCTO€), CHUPOHOJIAKTOH 1—
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2 MI/KTr/CyT; KOHTPOJIb 3JEKTPOJIUTOB U PyHKIMHU nouek; L-kapuutun 50—
100 mr/Kxr/cyTmuis moaaep KK MeTaboIn3Ma MHOKapa.

3agaua 21

[TarmuenT 25 net ¢ 6oe3Hp0 @abpu (IeUITUT o-rajlaKTo3uaa3bl A) OTMEUaeT npu
CTYTBIKOTIONUX O0JIeil B 06macTu cepana, oasimky. [Ipu ocMoTpe: aHTHOKEepaToM
bl Ha KOXE,CHIDKEHUE BUOPAIIMOHHOM 4yBCTBUTENbHOCTH. DXOKI': runeptpodus JI
K (MXKII 16 mm),®B JIXK 55 %.

Bomnpochr:

1. KakoB MexaHU3M NopakeHus cepaua?
2. Kakue nomosHUTENbHBIE METOABI THATHOCTUKN HYKHBI?
3. KakoBa TakTHka jedueHus?

— OTBeTHhI:

1. Haxkxomienue rmooorpuaosmiepamuaa (Gb3) B kapnunomuonurax —
runeptpopusd,pudpo3, AuacToandeckas JuCPyHKIHS.

2. MPT cepama ¢ KoHTpacTHpOBaHHEM (TIO3/IHEE YCUIIEHNE B 0a3aJIbHBIX OTIET
ax JIOK),ananu3 akTHBHOCTH O-TAJIAKTO3HUAa3bl A, TECHETUYECKOE TECTUPOBAH
ue (GLA), onenkadynkiuu nouek (kpeatuaud, CK®D).

3. depMeHTHas 3aMecTUTEIbHAs Tepanus (arajicuaasa aibda/oera); cuMnToma
ThueckasTepanus (6eta-61o0kaTopsl, UHTUOUTOPEI AIID); KOHTPOJIb MPOTEUH
ypun u CK®;npodunaktuka UHCYJIbTa U HH(PapKTa (aHTHATPETAHTHI MPU MOK
a3aHUSAX).

3agaua 22

JleBouka 4 rona ¢ cunapomoM Hynan (myTarus PTPN11) umeeT cuctonmueckuit 1
yM Bo [Imexxpebepre creBa OT rpyAuHBI, OTCTAET B PU3MUECKOM pa3BUTHU. DXOKI :
CTEHO3NIErouHOM apTepuu, runeprpodus [DK.

Bonpocer:

1. Kakoil Tunm nopoka cep/iia BbIsIBJICH?
2. KaxoBbl Mmexanu3Mmbl runeptpoduun [1K?
3. KakoBa TakTnka BeneHusA?

— OTBeTHI:

1. KnananHslii cTeHO3 JIETOYHOU apTepuu (TUMIWYEH 11 cuHaApoMa HyHan).
2. lleperpy3ka gaBiieHHEM U3-3a CTEHO3a —
KoMmrieHcaTopHas runeptpodus 11K,
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3. Perynsapusiit kouTpoas OxoKI" kaxapie 6—
12 mec.; nmpu rpaguenTe naBiaeHus™> 50 MM pT. CT. —
OasJIOHHAs BaJbBYJIOIUIACTHKA WM XUPYPTrUYECKast KOPPEKIHUs;IpoduIakTu
Ka MH(PEKIMOHHOTO SHI0KapANTa; HaOII0ACHUE Yy TeHEeTHKA UKapIU0JIoTa.

3anava 23

[Marment 30 et ¢ cuaapomom JxkepBemna-Jlanre-Hunbcena (myramuss KCNQ1L) ot
MevaeTnpucTymsl cepaueduenus, oomopoku. Ha DKI': unartepan QT 580 mc (xopp
UTHPOBAHHBIN ),ATTU30IbI TOTUMOPPHOI JKETyT0UYKOBON TaXUKaPIUH.

Bomnpochr:

1. Kaxkoli cuHapoM pa3Buics?
2. KakoBBI MaTOTEHETUICCKHE MEXaHU3MbBI apPUTMHIL?
3. KakoBa HEOT/IOKHAs U JOJITOCPOYHAS TaKTUKA?

— OTBeTHhI:

1. Cunapom ymmmuénnoro uatepsana QT ¢ puckowm torsades de pointes.

2. Mytamus KCNQ1 — nedumut xanueBoro toka IKs —
3aMeJJICHHE PeNoJIIpU3alui — PaHHISA MOCTACTIONSpU3aIUsI —
noauMop(Has KeTyJouKoBas TaXUKapIUs.

3. Heornoxnas: rocnuranu3anusi, Mouutopur JKI', Marues3ust BHyTpUBEHHO 11
putorsades; nonrocpounas: 6era-610kaTopsl (HaTeHOJO0), UMILIanTanus UK
J1 mpunapokcu3mMax; HCKIIUYEeHHE MpenapartoB, yumHsomux QT; perynspH
b KOHTPOIBOKI Kaxkbie 3—
6 Mec.; TeHETHYECKOe KOHCYJIbTUPOBAHHUE CEMbH.

3anaua 24

Pe6énok 6 mecsiieB ¢ cunapomom u [xopmka (22q11.2-aenenus) MMEET [IHAHO3,
OJIBIIKY, OTcTaBaHue B Bece. DXoKI': Terpana ®@amno (cTteHo3 NE€royHou aprepuu,
JAIMXKII, nexcrpanosuius aoptel, runeptpodus 11DK).

Bonpocer:

1. Kakwne oclio)KHEHUSI BO3MOKHEI?
2. Kakue MeToIbl TUarHOCTUKU HEOOXOIUMBI?
3. KakoBa TakTnka BeneHusA?

— OTBeThI:
1. IlporpeccupoBaHue CTeHO3a JIETOYHOU apTepUu —

MPABOKETYI0UYKOBAsTHEI0CTATOYHOCTD; apUTMUHN; UH(PEKITMOHHBIN YHI0KAP
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UT; «CUHUI» KpU3 (THIOKCEMHUsIN3-3a crazMa nHPyHaubynsaprHoro otaena I1
X).

2. Ox0oKT ¢ ponmnepom, DKI', mynscokcumetpusi, MPT cepaua (netanbHas aHa
TOMUS ),aHaJIN3 KaJbLHs U apaTrOPMOHA (PUCK TMITOKAIbIUEMHH ).

3. KoHcynbTamus kapauoxupypra sl paiuKkaibHOU KOPPEKIINU MOpOKa; mpod
WJIAKTHKAadHIOKapAUTa; Kuciaopoauas tepanus npu SPO, <90 %;
JTUYPETUKH IIPU 3aCTOE;KOPPEKLIUS TUITOKAIBIIMEMUH (KaJabLui +
BUTaMuH D).

3anaua 25

[TarmenTtka 28 net ¢ cuaapomom LEOPARD (myramus PTPN11) xxamyercs Ha smu
30/IITOJIOBOKPY>KEHU S, KPaTKOBpeMeHHbIe oTepu co3Hanusd. Ha OKI': AB-6mnokan
a Il ct. TumaMo6wuTi 11, nay3sl putma 110 4 c.

Bonpocsr:

1. Kakoe ocioxxHeHue pa3BUIOCH?
2. KakoBbI maTOreHETHYECKHE MEXaHU3MBbI?
3. Kakas TakTuka JieueHus rnokazaHa?

— OTBeTHI:

1. CumnromHass AB-0i0kama BEICOKOH CTEIICHH ¢ PUCKOM BHE3AITHOW CEPJICUYHO
W CMEPTH.

2. ®ubpo3 mpoBoAAIIEH CUCTEMBI cepalia u3-3a aucperynsanun RAS/MAPK-my
v npuMyTtamua PTPN11.

Kpurtepun oneHunBaHus TECTOBBIX 3aJaHMM M TEPECUYET IOTYYECHHBIX
PE3YNbTATOB B 5-0aJJIHYIO CUCTEMY:

«OTIIMYHO» - KOJIMYECTBO IIOJIOKHUTEINBHBIX OTBETOB 91% wu  Oolee
MaKCHUMaJILHOTO OaJiia TecTa
«Xopomo» - KOJMYECTBO TNOJIOKUTEIBbHBIX OTBETOB OT 81% mo 90%

MaKCHMAaJIbHOTO OaJljia TecTa

«Y IOBIIETBOPUTEIILHO» - KOJIMYECTBO IMOJOKUTEIBHBIX OTBETOB OT 71% 10
80% MakcumanbHOTro Oasia Tecta

«HeynoBiaeTBOpUTETHLHO» - KOJIMYECTBO TMOJOXKUTENbHBIX OTBeTOB 70% U
MEeHee MaKCUMaIbHOTO Oasia TecTa

OrnenvBaHue 3aJaHUil 3aKpHITOTO THMA C OJAHUM TIPABWIBHBIM OTBETOM:
Bri6pan npaBunbHbIi 0TBET - 1 6amn. HenpaBunbHeiil otBet -0 6anios.

Kpurepuu mno oiieHke NUCBMEHHBIX U YCTHBIX OTBETOB oOydarommxcs. C
LEIbI0 KOHTPOJISI U MOATOTOBKU OOYYaIOIIUXCS K M3YYEHUIO HOBOW TEMbl B Hayalie
KOKJOTO 3aHATUS TEJAarOTMYECKUM pPaOOTHUKOM MPOBOJUTCA YCTHBIM OMpPOC IO
BBITTOJTHEHHBIM 3aIaHUSIM NPEIBIAYIIENA TEMBI.
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Kpurepun ouenku:

MPaBUJILHOCTh OTBETA MO COJEPKAHUIO 3aJaHUs (YUYUTHIBAETCS KOJIWYECTBO U
XapakTep OUIMOOK MPU OTBETE);

MOJIHOTA M TJIyOMHA OTBETa (YYHUTHIBAETCS KOJUYECTBO YCBOECHHBIX (DAKTOB,
MOHATUM U T.I1.);

OCO3HAaHHOCTh OTBETA (YUUTHIBACTCS TOHUMAHUE U3J1araéMoro Marepuarna);

JIOTUKA U3JI0KEHUsl marepuana (YYUTBIBAETCS YMEHHE CTPOUTH LIEJIOCTHBIH,
HOCJIE10BaTEIbHbBIN pacckas, IpPaMOTHO M10JIb30BaThCS CHELMAIbHOM
TEPMHUHOJIOTHEN );

palMOHAJIBHOCTh  MCIOJB30BAaHHBIX IPUEMOB U  CHOCOOOB  pelICHHUs
IIOCTaBJICHHOW y4eOHOM 3adaun (YYUTBHIBAETCS YMEHHME MCHOJIb30BaTh Haubosee
nporpeccuBHbIe U 3GHEKTUBHBIE CTIOCOOBI JOCTHKCHUS 11ETTH );

CBOEBPEMEHHOCTh U 3()(PEKTUBHOCTH HCIOJIB30BAHUS HATIIATHBIX MOCOOUN U
TEXHUYECKUX CPEJCTB NpPU OTBETE (YYUTHIBAETCA CIIOCOOHOCTh TPAMOTHO H C
M0JIB30U MPUMEHATh HATISAHOCTD U JJIEMOHCTPALIMOHHBIN OIBIT PYU YCTHOM OTBETE);

MCIIOJIb30BaHUE JOTMOJIHUTEIBHOIO MaTepHaa;

PalMOHAIIBHOCTh HMCIOJIb30BAaHUSI BPEMEHHU, OTBEJIEHHOIO Ha 3ajaHue (He
0J100pseTCs 3aTIHYTOCTh YCTHOTO OTBETAa BO BPEMEHM ).

OneHKa «OTJIMYHOY» BBICTABIISETCS, €CIU 00YYarOIUNCS:

IOJIJHO M  apryMEHTHUPOBAaHO OTBEYAET IO  COACPKAHUIO  3a/IaHMS;
JEMOHCTPUPYET MOHUMAHNUE MaTepuasa, MOXeT 000CHOBATh CBOM CYXIACHUS,

OPUMEHUTh 3HAHUS HA MPAKTHKE, MPUBECTH HEOOXOIMMBbIE MpPHUMEPHl HE
TOJIBKO IO YU€OHUKY, HO U CAMOCTOSITEJIbHO COCTaBJICHHBIE;

U3JIaraeT MaTepual ociaeq0BaTeIbHO U IPABUIIBHO.

OneHka «XOpoILIo» BBICTABISAETCS, €CIAM OOydaromuiics JaeT OTBET,
YIOBJIETBOPSIOIIMN TEM K€ TpeOOBaHUSAM, YTO W JUJII OLUEHKH «OTJIUYHO», HO
nonyckaeT 1—2 omubKu, KOTOpPBIE CaM K€ UCIIPABJISET.

OueHka  «yAOBJIETBOPUTENBHO»  BBICTABISETCA, €CIAM  OOydYaromIuiics
JEMOHCTPUPYET 3HAHUE U TOHMMAaHUE OCHOBHBIX MOJIOKEHUN JAHHOTO 3aJaHHusl, HO:

M3JIaraeT Marepuan HEMOJHO W JOMYCKaeT HETOYHOCTH B ONpENeTIeHUU
MOHATUH WK (POPMYIIUPOBKE MPABUIT;

HE YMEET JIOCTATOYHO IIyOOKO M JJOKa3aTeJIbHO 0OOCHOBATH CBOM CYKJICHUS U
IIPUBECTU CBOM IPUMEPBHI;

u3JaraeT MaTepuai Helocle0BaTeIbHO U AOMYCKAeT OIIMOKH.

OneHka «HEYIOBJIETBOPUTEIBHO»  BBICTABISIETCS, €CIM  OOydaromuics
JNEMOHCTPUPYET HE3HAHME OTBETa Ha COOTBETCTBYIOIIEE 3aJaHME, JOIYCKAET
OMOKH B (OPMYJIUPOBKE OMpPENEICHUA W NPaBWI, HCKAXKAIOIIUE HUX CMBICI,
OecIopsIOUHO U HEYBEPEHHO M3naraeT Matepuai. OueHka «Hey10BIETBOPUTEIBHOY
OTMEUYaeT TaKU€ HEJOCTATKU B IOJATOTOBKE OOYYAIOIIErocsi, KOTOpBIE SIBISIOTCA
CEPbE3HBIM MPETMSITCTBUEM K YCIEIIHOMY OBJIAJICHUIO MOCIEAYIOIIUM MATEPUATIOM.
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buiiers! 1/ IPOMEXKYTOYHOM ATTECTALMHA

MHWHHUCTEPCTBO 3JIPABOOXPAHEHNS POCCHUUCKOUM ®EJEPALIMUA
OI'bOY BO BI'MY um. H.H. Bypaenko Munznpasa Poccuu

Kadenpa dakynpreTckoil v MaUIMATHBHOM ITeTUATPUI
[TopakeHue cepara Mpy HACICACTBCHHBIX 3a00JICBaHUAIX
31.08.13 JleTckas kapauoyiorus

Bbuier k 3auéry Ne 1

1. Bonpoc misi npoBepku ypoBHS CHOPMUPOBAHHOCTH 3HAHMEBOTO KOMIIOHEHTA
komrierenmu (3HATD) I1K-1, T1K-2, TIK-5, ITK-6, I1K-8

1. Kakoiif reneTnueckuii AeEKT JICKUT B OCHOBE KapAHUOMHUOMATUN TIPH CHHJIPOME
bapra?

2. Bompoc asis npoBepku ypoBHS CPOPMUPOBAHHOCTH JIEATEILHOCTHOTO KOMIIOHEHTA
komnetreniu (YMETD) T1K-1, T1K-2, I1K-5, TIK-6, ITK-8
Kakoit Tun apurMuu Hanbosee xapakreper ajst cunapoma LEOPARD?

3. 3amaya 9 TPOBEPKU YPOBHS CHOPMUPOBAHHOCTU JCATEIBHOCTHOTO U
MoTHBalMOHHOTO KoMIoHeHTa kommereHiuu (BJIAJIETD) IIK-1, IIK-2, T1K-5, TIK-
6, I1K-8

JleBouka 7 net ¢ cungpomom Tepuepa (45,X) Habmronaercs y neguatpa. [lpu
MJJAHOBOM OCMOTpE BbIsABiIeHbI noBbiieHUue Al 1o 150/90 mm pT. cT.,
cucronnueckuii mryMm Bo II Mmexxpebepbe cripaBa OT IpyAUHBI.

Bomnpocsr:

1. Kaxo# BpoxAEHHBIN TOPOK CEpAIla BEPOATCH?
2. KakoBbI MEXaHU3MBI ApTEPUATIBHON TUTIEPTEH3UM ?
3. Kakwue uccnegoBanust HEOOXOIUMBI JJIsl YTOUHEHUS JUarHo3a?

3aBenyromas kadenpoit paxyIbTeTCKOW U MAUTHATHBHOM MeIUaTpUuu
Jlennena B.C.
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