MUHHUCTEPCTBO 3JIPABOOXPAHEHU
POCCHUICKON ®EJAEPALIUU

DEJEPAJILHOE 'OCYJIAPCTBEHHOE
BIOJIKETHOE VUPEXJEHHUE
«HAIUMOHAJBHBIA MEJIUILMHCKHIA )I( A[()
HCCJEJOBATEJBCKHH EHTP «YTBEP D; »

HMEHH B. A. AIMA3OBA»

Hemeﬁ 3aMEeCTUTEIIb
reHepaanoro JmpeKTopa
(Dellepa.HBHOFO FOCY}IapCTBeHHOFO
197341, Poceus, Cankr-ITetep6 T I~
e s el GIOINKETHOTO yPeK ICHH

c-mail; fmrc@almazovcentre. 5 2
OI'PH 1037804031011 MHH 78()2030412;‘ lzuﬂl'l 781401001 «HaHHOHaHBHBIH NIGHHHHHCKHH

S LD, 22 3o 0405~ PU7) /// 4 JcCIeq0BaTeIbCKUN LIEHTP UMEHU

Ha Ne

B./. AnmazoBa» MUHHCTepCTBA

e 37PABOOXPAHEHIS
Poccuiickoi ®enepanun
_ OT3bIB BEI[YIHEfI OPTAHU3 HI/II/I
®denepanbHOro roCyqapCTBEHHOTO OIODKETHOr0  yYpeXIeHUs

«HalpoHANBHBI — MEIWIMHCKMI  HCCIENOBATeNIBCKHA  HEHTP ~ MMEHH
B.A. Anma3zoBay MHHHECTEPCTBA 3[PaBOOXpaHeHHs. POCCHHACKOH Oenepanuu
0 HayYHO-TIPAKTHYECKOH 3HAYMMOCTH JHCCepTalii Xaposo#t Onbru
[laBiOBHBI Ha TeMy «J[MarHOCTHKa M JICYCHHE KapAHOMHOIATHH C
JATATAIAOHHBIM (PEHOTHIIOM Y JETEH PaHHETo BO3pacTay, IpeNCTaBICHHOH
HA COMCKaHWe Y4YeHOW CTENeHW KaHAuJaTa MEIMIHUHCKHX HayK 110
cnieranpHOCTH 14.01.08 — [lemuarpus.

AKTyaJbHOCTb TeMbI HCCJIEA0OBAHUS
KapauoMuomnartus ¢ AMIaTaluOHHBIM (QEHOTHIIOM SBIISETCS ONHOH W3
OCHOBHBIX [PUYHH TSDKEJIOH Cep/IedHOi HEeJOCTaTOIHOCTH, C HOTCHIHAIEHO
HeGIArONPHATHBIM [IporHOo30M. ObcneoBaHue pebeHKa C JUIATALHOHHBIM
(GEeHOTHIOM  Kap/HOMHOTATHH TpebyeT  00A3aTENBHOTO  HCKIOYCHHUS
BTOPHYHBIX MPUYKH 3a00/IeBaHus, ABIAIOLIMXCS MOTCHIIMATBHO 00paTUMBIMHU
¥ TpeGYIONTHX CIIELHATBHOTO JIedeH:s. J10 ONOBUHEL BCEX CIIyHacs JTAHHOIO

3a00JIeBaHUS 06}’CHOBH€HBI MyTaOusMH B reHax, KOIUPYIOUIHX OenKu



MHOKapJa, OJHAKO CBEACHHM O F€HETUYECKON CTPYKTYpE KapAUOMHOIIATUH Y
JIeTel HEeNOCTaTOYHO, HajbHeHIlee HCCIEeNOBaHUEe TIeHETUYECKUX IMPHYUH
0e3yCJIOBHO aKTyaJlbHO BO BCEM MHpe s YIY4ILUEHUS JIHarHOCTUKH,
OIIpEeNeNIeHHsI KOppesiiui IeHOTUIIa C TeYeHHeM 3a00JIeBaHus, [IPOBEICHUS
[IpeHaTajJbHON JUarHOCTUKHU.

Bompocel addexTuBHOrO u 0€30MacHOro JIeYeHHsI XPOHHYECKOH
CEepIEeYHON HENOCTAaTOYHOCTH IIPU BENEHWH [JEeTel paHHEero BoO3pacTa C
JUJATAlAOHHBIM (PEHOTHIIOM KapJHOMHOIATUH SIBISIFOTCS MPUOPUTETHBIMHU.
B MexIOyHapoOHOH JIMTEpaType MMEETCA OrpPaHHUYEHHOE KOJIMYECTBO
MyONMKaui, MOCBAIIEHHBIX TaKTHKE MEAMKaMEHTO3HOIO JIEYeHHs y NETeH,
OCOOEHHO acreKTaM Ha3HAYeHHs TepameBTUYeCKUX [03 UHUTHOUTOPOB
aHTMOTEH3MHIIpeBpalaroiero ¢epMeHta U 0Oera-00Karopa, SBISIOMUXCS
OCHOBHBIMU IIpernaparaMd B MEIMKAaMEHTO3HOW TEPAUU XPOHUYECKOH
CEepACYHON HEJOCTaTOYHOCTH. XHUPYPrHYECKHE METOMBI JICYCHHUS B HallleH
CTpaHe y I[IeOHAaTPUYECKOW KOrOpThl [MAI[MEHTOB C JHJIATAl[HOHHBIM
(bEHOTUTIOM KapAUOMHUOIIATHHA MaJOU3YUYEHBI U [PUMEHSIOTCS HEAOCTATOYHO,
YTO OOyCJaBIMBaeT HEOOXOJMMOCTH IPOBEIAEHUS HCCIENOBAHUH B 3TOM
HalIpaBJIEHUH.

Bce BolleckazaHHOe OOyC/IaBIMBAeT aKTyaJbHOCTb, HAY4YHYI0O H
MPaKTUYECKYIO  I[eIecCOOpa3HOCTh  JHCCEPTALlMOHHOTO  MCCIICIOBAHUS
O.IT. XXapoBoli, HeTpI0 KOTOPOTO SIBUJIACh pa3paboTKa AUArHOCTUYECKUX M
ne4eOHbIX OAXOM0B MPU KapIHOMHOIATHH C AUJIATAIIMOHHBIM ()EHOTHUIOM Yy
JleTell paHHEro BO3pacTa.

HoBu3na ucc/jie10BaHUA H MOJYYE€HHBIX Pe3yJILTATOB, BLIBOAOB H
peKOMeHalHH

HoBu3zHa BBIBOJOB M pEeKOMEHAAUUM, IIOJYYEHHBIX B peE3ylbTare
IPOBENEHHOI0 JTHUCCEPTALlMOHHOIO HCCIIEIOBAHMs, HE BBI3BIBAET COMHEHHS.
BrniepBele OblT mpoBeAeH KOMIUIEKCHBIM aHaJIM3 ITHUOJIOTHYECKHX MPUYUH

JHUJIaTallHOHHOTO cpeHomna KapAUOMHUOIIATUH Y JeTen paHHETO BO3pacTa C



UCIIONB30BAHUEM  COBPEMEHHBIX  MOJIEKYJISPHO-TEHETHYECKUX  METOIOB,
KOTOPBIN MOKa3all, YTO FEHETHYECKU ACTEPMHHHUPOBAHHAS KapIUOMHUONATHS
BbIsBIIEHA B 36% Cily4aeB, BTOpHYHAs KapAUOMHOMNATHs Ha (hOHE MMOpaXKeHUs
KOPOHAPHBIX apTepuid B 3,8%, apUTMOreHHasi AUCQYHKIHsE MUokapaa B 3,8%b,
a TaKXe YacToe BBIBICHHUE PENKUX 3a00I€BaHUMN U [€HETHUECKUX CHHAPOMOB
— 10,4%. PaspaboraHHbIl anroput™ Iu(QepeHIHaNbHON [HArHOCTUKU
MOXET MOMOYh MPaKTHYECKUM BpayaM B AUATHOCTUKE MPUYHUHBI PA3BUTHS
pPEMOZIeNIMPOBaHMs MUOKapia [0 AuIaTallMOHHOMY ¢(eHotumy. [IposemeHa
oueHka  3(QEKTMBHOCTH  MEIUKAMEHTO3HOW  Tepalud  XPOHUYECKOM
CepACYHON HEJOCTATOYHOCTH, aBTOPOM pa3padoTaHa cxeMa THTPOBaHHS 103
MHTUOMTOPOB aHIMOTEH3MHIIPEeBpallaonero (epMenta H GeTa-610kaTopa
IpH JIEYEHUH JeTell paHHero Bo3pacra. [Ioka3aHO MONOKHUTENLHOE BIHSHUE
HEeMEJIMKAMEHTO3HBIX METOHOB JIEYEHHUS y JEeTeH ¢ HeIOCTaTOYHOMU
() (GEKTUBHOCTEIO ~ MEOVKAaMEHTO3HOH  Tepamuu, IpemoXKeHa  Ccxema
ONTHMM3ALUH JieueOHOW TakTHKU. [IpoBemeH aHanu3 KIMHUYECKHX W
1ab0paTOPHO-HHCTPYMEHTANIBHEIX ~ [OKa3arejed,  paccMaTpUBaeMBIX B
Ka4yeCTBE IIPEJUKTOPOB HEOIArompUsATHOTO HCX0aa OOIE3HHU.
JInuHbIH BKJIAJ cOUCKATEIS

Kapopoii O.Il.  caMOCTOATENPHO MNpOBEAEH aHANU3  HAYYHOM
JUTepaTypel O TEME  JucCepTaliyd, OOOCHOBaHA  aKTyallbHOCTD,
COPMyYIHpPOBAHBI LIENb U 3a/la9H HCCIIeMOBAHMUS, IPOBENEHBI HCCIIEJOBAHUS U
CTaTHUCTHUYECKass 00paboTka MOJNlydeHHBIX OAaHHBIX. PaboTa H3I0XKeHa Ha
131 cTpanuile MalIMHONUCHOTO TEKCTa, COCTOMT W3 BBEJIEHUs, 0030pa
JATEpaTyphl, INaB C OIMCAaHUEM MaTepHaloB U METOJOB HCCIIENOBAHMS,
MOJIyYEHHBIX  PE3YNbTATOB, OOCYXACHHS  pPe3yJbTaroB, BBIBOLOB U
NpaKTUYECKUX pexkoMeHaauui. Pabora mumocTpupoBana 26 TaGiuIaMu H
24 pUCyHKaMM,  CIIMCOK  HCIIOJB30BAaHHOW  JINTEpPATyphl  BKIIOYAeT
19 oreyecTBeHHBIX U 165 UHOCTPAHHBIX UCTOYHUKOB.

OcHOBHEBIE PE3YIbTAThl HCCJICAOBAHUSA B IIOJIHOM o0beMe OTpa>XCHBI B



7 mevaTHbIX paboTax, U3 HUX 5 — B M3aHHSAX, peKOMEeHJ0BaHHbIX BAK P®
AU IyOIMKa|i pe3yNbTaToB JUCCEPTALIOHHBIX UCCIIEN0BaHM. Pe3ynbraThl
AUCCEPTALIMOHHOW pabOTEl HEOMHOKPATHO JIONIOXKEHBI U OOCYXKIEHBI Ha PSIE
BCEPOCCUUCKUX KOH(DEpEHIIHH,
3HAYUMOCTh MONYy4YeHHBIX Pe3yJbTATOB /JIsl PA3BHTHS OTPaC/IH
Ionmy4eHHple B XOzme IUCCEPTALIHOHHOTO KCCIIENOBAHMS DE3Y/IBTAThI
NIO3BOJIUJIA  COMCKATENIF0 C(HOPMYIUPOBATh COOTBETCTBYIOLIME BBIBOALI U
pexoMenmanun. CormacHo pesynsTataM pabotel Xaposoit O.I1. nersim
paHHero Bo3pacra ¢ JHIaTallMOHHBIM (DEHOTUIIOM KapAMOMHOMATHH [TOKa3aHO
obcienoBaHME B COOTBETCTBHM C  pa3paGOTaHHBIM  aJTOPHTMOM
audepeHranbHOl TUarHOCTHKY, BKIIOYAIOIIMM OLEHKY aHAMHECTHIECKHX
JaHHBIX, (DEHOTHIHYECKHX  OCOOCHHOCTEH, psAfa KIMHHYECKHX U
UHCTPYMEHTAIBHBIX JAHHBIX, C LEIbI0 CBOEBPEMEHHOTO BEBISBICHHS
BTOPUYHBIX (OpM 3a00NEBaHUS, HCKIIFOYCHUS] T€HETHYECKMX CHHJPOMOB.
ABTOpoM  paspaboTaHa ~ cXeMa  THTPOBAaHHMSA 103  HMHTCHOUTOPOB
aHTMOTEH3HHIIPEBPAIIlAoOLIEro (pepMeHTa u OeTa-6I0KaTOpa, MCIIOIB30BaHHE
KOTOpOW TO3BOJIMT BpayaMm MeJuaTpaM M BpadaM JIeTCKUM Kapauojioram
aIeKBaTHO Ha3HAYaTh MEIMKAMEHTO3HYIO TEPAlMIO B YCIOBUSX MEPBUYHOIO
3BCHA MEJMIMHCKOM MmomMmolu. B rpynme geredl ¢ HEZOCTATOYHOM
3¢ (HEeKTUBHOCTHIO MeIUKaMEeHTO3HOU Teparnuu U HapyLIeHHEM
BHYTPIXXEJIYJOYKOBOIO IPOBENCHUS C MPONODKUTEIBHOCTRIO KOMILIEKCA
QRS 6Gonee 120 mc mpeularaeTcsi pacCMOTpPEHHE BOINPOCA O MPOBEACHHU
CepACUHON PECHHXPOHHM3UPYIOLIEH Tepanuu. OTpaXkeHO, Y4TO JAEeTH PaHHEro
BO3pacTa ¢ TOTAJIBLHOW U CyOTOTaJbHOM HENOCTAaTOYHOCTHIO MHUTPAILHOIO
KJIaltaHa [Ipy COXpaHsIoLencs Ha (OHe ONTUMANTBHBIX 103 MeIUKaMEHTO3HOMN
TEpAaITHH BHIPAXXEHHON KJIMHUKU XPOHUYECKOW CepIeYHOU HEJOCTATOYHOCTH,
MIPOTPECCUPOBAHUN PEMOJIEIIUPOBAHHUS JIEBBIX OTIEJIOB CEp/La JOKHEL OBITh
HallpaBJIEHbl HA XUPYPTrUYECKOe JICUCHHE.

OcHoBHEBIE HaYyYHBIC ITOJIOXKCHHUHA, BBIBOJbI 151 PEKOMEHAATHH



UCCIIEIOBAaHUA BHEIPEHbl B paboTy Kapauojorudeckoro otmaenenus OIAY
«HanuoHansHOro MEIMIMHCKOTO HCCIIEOBATENbCKOTO IIEHTpa 3J0POBBS
neteii» Munsnpasa Poccun v kapauonormueckoro otaenerus [ Y3 ropoma
Mocksel  «JleTckas ~— ropoackas — KIHMHHYEeCKass  OONBHHMLA  MMEHH
3.A. bamseBoii JlenapTMeHTa 31paBoOXpaHeH st Topoga MOCKBEI.
CreneHb 060CHOBAaHHOCTH HAYYHBIX MOJIOYKEHHH, BLIBOJOB H
pexoMeHaanHi, cGOpPMYJIHPOBAHHBIX B JHCCEPTANHH

JIOCTOBEPHOCTh ~ MONY4YEHHBIX  pe3YJNbTATOB  JAUCCEPTALHOHHOTO
uccrenosanus JKaposor O.I1. ompenensieTcst HOCTATOYHBIM KOJHUECTBOM
KIMHAYECKOrO0  Marepuajla, KOPPEeKTHBIM  NH3aHHOM  HCCJIENOBaHHS,
MPUMEHEHHUEM COBPEMEHHBIX J1a00paTOPHO-HHCTPYMEHTAIBHBIX METONOB
UCCJIEIOBAaHUS W COOTBETCTBYIOLIUX METONOB CTATHCTHYECKOrO aHAIH3a.
Pabora BbIIOJTHEHA HA BBICOKOM TEOPETHYECKOM M METONOJIOTHYECKOM
YPOBHE, aBTOPOM KOPPEKTHO C(OpMyNIHpOBaHa LeNb W MMOCTABIEHBI 3aJa4H,
BBIBOJBI U MPAKTUYECKUE PEKOMEHAALMH TUCCEPTAIMOHHOIO HCCJIeIOBAHMS
JOCTOBEPHBI, JIOTHYHO OOOCHOBaHBI, O0ONAalOT HAYYHBIM U IPAKTHYECKUM
3HayeHueM. OCHOBHBIE MOJIOXKEHHUsSI PabOThI, €€ pe3yJabTaThbl, BBIBOALI H
IpaKTHYECKHE DPEKOMEHJALMK IIPEICTaBIE€Hbl B aBTopedepare, KOTOPBIM
COOTBETCTBYET COIEPIKAHHUIO TUCCEPTALIVH.

PexoMeHAaUHH 110 HCMOAb30BAHHIO Pe3yJILTATOB U BHIBOJAOB

AHCCEPTAaLHOHHOMH paboThl

Ilony4eHHsle B XO[e BBIMNOJHEHUsS pPabOTHI pe3yNbTaThl, BLIBOALI U
MPaKTHYECKHE PEKOMEHJAlWH MOryT OBITh UCIIONIB30BaHBl B  paboTe
CIIELIMAJIM3UPOBAHHBIX  [€JUAaTPUYECKUX  OTHENICHUH,  OKa3bIBAIOIIUX
MEIULIMHCKYIO IIOMOIIB AETSIM C MaTOJIOTUEH CepAedHO-COCYIUCTON CUCTEMBI,
a Takke B 00pa3oBaTeNIbHBIX [POrpaMMmax IS CTYOEHTOB, OpPIHHATOPOB,
aCIUPAHTOB MEIULUHCKUX YYPEXKACHUN MpOodeCcCHOHATHFHOTO 00pa30BaHMs.
Pesynerarer paboter XKapoBoit O.Il. Moryr OBITH ONMyONHMKOBaHBEI B BHIE

HAy4HO-NIPaKTHYECKOTO ITOCOOMsS MUl MPAaKTUKYIOMIWX Bpavei-euarpos u



OCTCKHUX KapIHOJIOI'OB. HpI/IHHI/IHI/IEU'[BHBIX 3aMeYaHUuM 10 HHCCepTaHHOHHOﬁ

paboTe HeT.

Bomnpocsr:

1. OtrMeueHsl 14 y manueHTOB B BallieM MCClieOBaHUM OCIOXHEHHUS
IIOCJI€ XUPYPru4eCcKOl KOPPEKLIMH MUTPAIBLHOH HEOCTATOYHOCTH?

2. Kakas no Bamemy MHEHHIO JOJKHA OBITh TAKTHKA OTMEHBI TEPaHK

y NAI[MEHTOR C ITOJHBIM BOCCTAaHOBIEHUEM (QYHKIIHH MUOKapa?

3akiiueHHe

Huccepranus JKaposoit Onbru I1aBnoBHbl Ha TeMy «JlHarHocTHKa H
JIe4eHNE KapAHOMHOMATHH C TUIATALlMOHHBIM ()EHOTUIIOM Y JeTel paHHero
BO3pacTay, BBITIOJTHEHHAS non PYKOBOJCTBOM I.M.H.,
npocdeccopa bacaprunoit Emenbr HukomaeBHbBI, fBISeTCS 3aKOHYEHHOM
HayYHO-KBAIM(PUKALHMOHHON pPabOTOH, B KOTOPOW CONEPKUTCS DEUICHUE
BOXHOW [UI MENUaTPUM HAy4YHOM 3aJadud — pa3paboTka COBpPEMEHHBIX
[IOAXOMOB K JHArHOCTUKE U JIEUEHUIO JeTedl paHHEro Bo3pacra IIpU
KapJIHOMHOIIATHH C JUIATALIMOHHBIM ()EHOTHIIOM.

[To cTpyKType, aKTyaJbHOCTH TEMBI, TEOPETUYECKOW U MPAaKTHYECKOM
3HAYUMOCTH, HAyYHOH HOBHM3HE MU IIOJHOTE H3JIOXKEHHBIX MaTepUaIoB
JUCCEPTALMOHHOE MCCeOBaHUE [IOJIHOCTBIO COOTBETCTBYET
KBaTHQHKAIUOHHBIM TpeboBaHUAM 1. 9 «IIoNOXKEHUS © MNPHCYKISHUU
YYCHBIX CTElEHEN», YyTBEPKIAEHHOro rnocraHosaeHueM [lpaButenscrsa PO ot
24.09.2013 . Ne 842 (B [jeHcTByrOIUeH pelakiiH), MPeIbIBIIEMBIM
MuHHCTEPCTBOM HAayKH M BhICIIEro obpaszoBaHusi Poccuiickoit ®emepanun K
JMCCEPTAllMOHHBIM paboTaM Ha COMCKAHUE YUSHOU CTENeHH KaHAUAaTa Hayk,
a aBrop, JKaposa Omnbra IlaBmoBHa 3aciyXHBaeT NPHCYXKICHHS YYEHOH
CTENIEHW KaHIWAaTa MEIUUMHCKUX HayK Mo crenuansHocTd 14.01.08 —

[Tenuarpus.



OT3bIB 0 Hay4YHO-NIPAKTHYIECKOH LEHHOCTH ucceprauud KapoBoii
Oneru  IlaBnoBHBl  «/luarHocTHka ¥ JleYeHHE KApAMOMHOIATHH  C
OUTATAlHOHHBIM (DEHOTUIIOM Y JeTedl paHHEro BO3pacTa» OOCYXIEH MU
OmoOpeH Ha 3acefaHWH MNPOONEMHOM KOMHCCHH IO HEOHATOIOTHH,
IeUaTPUH, aKyIIepCTBY M THHEKONOruu DenepasbHOro0 rocymapcTBEHHOIO
OIOMKETHOTrO  HAyYHOro  yupexaeHus «HallMOHANBHBIH  MeIUIMHCKHMA
HCCIIe[IOBaTeNIbCKUI  LEeHTp uMeHd B.A. Anma3oBa» MuHucrepcTsa
3apaBooxpanenus Pocculickoit @eneparuu, mpotokon Ne 11 or 04.08.2022

roza.
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