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O01mas xapakTepuCTUKA HCCJIeI0BAHUA

AKTYaJIbHOCTH HCCJIEI0BAHUA
Ha ceroassiiHuii Ja€Hb OJHOM W3 AaKTyaldbHBIX MpoOJeM B

KapJIMOXUPYPIUU  SIBJISIETCS. BBIOOP METOJIa XUPYPrHUECKOTO JICUECHHSI
cuaapoma Bomnbdpa — Ilapkuncona — VYaiita (BIIY) B coueranum c
aHomanienr DOmreiHa. [lo maHHBIM JUTEpaTyphl, aHOMaIMs DOIITEHHA
BCTpeyaeTcsi IpuMepHO y 1% GOJBHBIX ¢ BpOXKACHHBIMU MIOPOKAMU CEpALia
(BIIC) u y 40% mnainueHToB ¢ MNOpPa)K€HHEM TPUKYCHUAATBHOTO KilanaHa
(TK). Yacto BOoJb  aHOMAJIBHOTO  TPEXCTBOPYATOrO  KiarmaHa
pacriojararoTcs I0NnoJHUTEIbHbIe yTH nposeaeHus (AIIIT) [5, 92].

MN3BecTHO, UYTO MalMEHThl ¢ aHoMmaiued OOmTeliHa BO BpeMms
KaTeTepu3aly IMOJIOCTEH cepila, aHTHoKapauorpapuu, XUpypruyeckou
KOPPEKIIMM INOPOKA, a TAKKE B ITOCTONEPALMOHHOM IIEPUOJAE CKIIOHHBI K
BO3HUKHOBEHUIO  apuTMui. Yacrora  BO3HUKHOBEHHs  BHE3AITHOU
cepaeunoii  cmeptu  (BCC), oOycnoBineHHas  1enecooOpa3HOCTH
OTHOMOMEHTHOTO ycTpaHeHus cuHiapoma BIIY um koppeknum anomanuu
O6mreitna B ycioBusix MK. CpaBHuBas 3T ABa MyTH JICUYCHUS
TaxXWapUTMHUM, MBI XOTUM OTMETUTbH, YTO HEIOCTATKAMU XUPYPrUYECKOTO
JeYeHUs SBIAIOTCS yBenudeHue nponommkurenbHocty MK BO Bpems
OIEpalMi U CBA3AHHBIE C 3TUM IIOCJICONEPALMOHHBIE OCIOXKHEHU. [Ipn
OTCYTCTBUU BblpakeHHOU auchyHkuuu TK, He TpeOyromieil koppekuuu
MOPOKa, YCTPAaHEHHWE APUTMHUI MOXET BBINOJIHATHCS € mnomoinbio PYA.
[IpernMyIecTBOM MHTEPBEHLIMOHHOTO JIEUCHMS SIBJIAETCSI OTHOCHUTENbHAS
0€30MacHOCTh U MUHUMAaJIbHAS TpaBMAaTUYHOCTH [115].

OnHako W CEerogHss MHOXECTBO  MIpoOJieM, CBSI3aHHBIX  C
XUPYPTUUECKUM JIeYEHUEM HapylleHuld putMma cepama y 6omasHbix ¢ BIIC,

OCTar0TCs HCPCHICHHBIMMU.



B ®epgepanbHOM TroCyJapCTBEHHOM  OIOJIKETHOM  YUPEKICHUU
«HannoHanpHbld MEIUIMHCKAM HCCIEA0BATEILCKUM LEHTP CEPACYHO-
cocynuctoi xupypruu um. A. H. bakyneBa» MunzapaBa Poccun ocoboe
3HaYCHHE TMPUAACTCA M3YUYCHHUIO AJIEKTPOPUZNOIOTUYECKUX CBOWCTB
CepAla, JAUArHOCTUKE M TMIOKAa3aHUW K XUPYPrHYECKOMY JICUEHUIO
pa3nuuHbIX BUAOB aputMuii B coueranun c¢ BIIC. Bce onepamuun
IPOBOJMINCH, Ha 0aze TpexX OTACNICHMI: OTIEIEHUS XUPYPrHYE€CKOro
JE€YEHUs  TAXUAPUTMHUH,  OTHAENCHHUS  XUPYPTHUYECKOTO  JICYEHUS
VHTEPAKTUBHOW NATOJOTUM U OTHACJIICHUS HEWHBAa3WBHOM apUTMOJIOTUU U
XUPYPTUUECKOr0 JIeYeHUsT KOMOMHUpOBaHHOW maronoruu. OpHako
XOTEJI0Ch ObI OTMETHUTh, YTO BCE OTMEPAIMU 110 OTHOMOMEHTHON KOPPEKIIUU
aHoMmayinu DomreliHa u cuaapoMa BITY Oblin BeImoOIHEHBI akageMUuKoM JI.
A. bokepusda. Tak, HAKONMUBIIMKCS OIBIT, UCTIOJIB30BAHUE HOBBIX MOJIXOJ0B
U METOJOB B JAUArHOCTHKE W JICUCHUU Taxuaputmui B couyetanuun BIIC
HapymeHusimu putma cepana (HPC), yBeamumBaroT CMEpPTHOCTH Yy
MaIUEHTOB ¢ aHomanuer DomreiHa [5, 12, 20, 98]. OcobeHHO OmacHBI
CKpBITbIE  (OPMBI  JIOMOJTHUTEIBHBIX  MPEIACEPAHO-KEITYTOUKOBBIX
coenunenuit (JI1KC), koTopple MOryT NpOSBUTBCS Kak B pPaHHEM
nocjeonepaiMoHHoM mnepuoae mnocie koppekuuun BIIC, Ttak u B
OTIAJIECHHOM CPOKE.

Ceronns xupyprudeckoe JsieueHue cunapoma BITY B coueranuu ¢
aHoMayielr  DOImTeliHa MOXET ¢  yCIeXOM  BBITIOJHATHCS — Kak
XUPYPruyeCKUMU METOJaMH, TaK U ¢ TTIOMOIIbIO paIMOYaCTOTHOMN abianuu
(PYA). HutpaomnepanmonHoe yctpanenue cunapoma BIIY mnpomieBaet
BpeMsi HCKyccTBeHHOro kpoBooOpamenuss (MK) u nepexarus aopTsl,
HECMOTpPS Ha TO, UYTO y OOJIBIION YaCTH MAIUEHTOB apUTMHUH MOTYT OBITh

ycTpaneHsl ¢ nomompbio PYA. CrenoBaTenbHO, BO3HHUKAET BOIPOC O



IIO3BOJISIIOT M3MEHUTH PsJl YCTOSBIIMXCS IOAXOJOB M ONTUMHU3UPOBATH
BeJleHuE 3Toi Tpynnbl OosbHbIX. C 3TOM 1EAbI0 HAMH IUIAHUPYETCS:
CUCTEMAaTHU3UPOBATh HAKOILJIEHHBIH OIBIT, CHOPMYJINPOBATh PEKOMEHIALlUU
M0 3JEKTPO(PU3NOIOTHUECKON JUAarHOCTUKE, OIMPEAETUTh OCOOEHHOCTU
KIMHUKO-3JIEKTPO(U3HOJIOTHUECKOTO  TeueHuss cupapoma BIIY vy
NAlMEHTOB C aHOMaJuel OOmiTeliHa, a TakkKe OIpeNeauTh Haubosee
3¢ (eKTUBHYIO TaKTUKY Xupyprudeckoro ycrpanenus JIDKC y nanuenTos
¢ muchynkuueit TK, 4To, HECOMHEHHO, NMOMOXET IOBBICUTH KaueCTBO
KU3HU U YIYUIIUTh IPOrHO3 /Ul JAHHOW IPYMIbl OONbHBIX.
eab uccaenoBaHus

OcHOBHasl 1IeJIb JUCCEPTALMOHHONM pabOThl — OMpPENEIUTb METO]
XUpypruyeckoro JieueHus cuHapoma BIIY y manmeHTOB ¢ aHOManmen
DOOmTeliHa mnpu  pa3nuuHbIX  BapuaHTax Jokanmm3amuu  JIDKC wu
nuchynknumii TK.

JI1st noCTHKEHUS TOCTABJICHHOW LEU OBUIH ONPEAEIICHBI CIETYIOLIIe
3a1a4u:

1) u3yuuTh  AHATOMUYECKHE M  DJIEKTPOPHU3NOIOTHUECKUE
ocooennoctu JJIDKC y nanreHToB ¢ aHoManuen DO01TeiHa;

2) onpenenutb 3(PPEKTUBHOCTh UHTEPBEHIIMOHHOTO METO/A JICUCHHUS
y naiueHToB ¢ cuHapomom BITY u anHomanuei D0mTeiiHa;

3) oueHuTh 3PGEKTUBHOCTH XUPYPrHUECKOIO METOAA JIEYEHUS Yy
nanueHToB ¢ cuaapomom BITY u anomanueit D0mreiina;

4) chopmynupoBaTh PEeKOMEHAAIMU IO BBIOOPY XUPYPTHUECKOrO U
MHTEPBEHIIMOHHOTO METOJOB JICYEHUS y MALMEHTOB ¢ cuHapoMoM BIIY u

aHoMaJIMer DOIITenHa.



ITos10:keHHs1, BBIHOCMMBIE HA 3AIIUTY:

1. Ucnonws3oBanue metona PUA nnsa ycrpanenust JJIDKC, a takxe
BO3MOXXHOCTb €r0 MHOTOKPAaTHOTO IPUMEHEHHsS MO3BOJIAET JTOOUTHCA
XOpOILIMX pPE3yJNbTaTOB IIPU yCTpaHeHuu cuHiapoma BIIY y manueHTOB C
aHoMmaJiien DOITenHa.

2. IlpumeHeHnne xupyprudeckux Meronos ycrpa”eHus JIIDKC,
KOTOpPOE MPOBOJUTCA OJJHOMOMEHTHO C KOPPEKIMEN aHOMaIuu DOITeiHa,
MIO3BOJISIET JOOUTHCS BBICOKUX PE3YJIHTATOB.

3. CBoeBpeMEHHass IHWArHOCTMKA M JedeHue cuHapoma BIIY vy
NAlMeHTOB ¢ aHoMmaiued OOmTelHa CHnocoOCTBYET 3HAYUTEIIbHOMY
CHI)KEHUIO PUCKA Pa3BUTHS )KU3HEYTPOKAIOIINX apUTMUI.

Hayuynasi HoBU3HA

B mnpexacraBneHHol paboTe OIMUCHIBAETCA IEPBOE OTEUYECTBEHHOE
UCCJIEIOBAHNE, B KOTOPOM HA OCHOBAHUM OOJBIIOTO0 KIMHUYECKOTO
Matepuana (54 mnamueHTa) OBUIM NIPOAHAJIU3UPOBAHBI  PE3YJIBTATHI
UHTEPBEHLIMOHHOIO M XUPYPIHMYECKOro ycTpaHeHus cunapoma BIIY y
MAIIMEHTOB C aHOMaJIMe DOIITeHA.

IIpakTHyeckas 3HAYMMOCTb

B namel nucceprallmOHHONW paboOTe JEMOHCTPUPYETCS BO3MOXKHOCTH
NPUMEHEHUSI UHTEPBEHLUMOHHBIX U XUPYPIrUUYECKUX METOJIOB JICUEHUS IS
ycrpanenuss JIDKC y mnamueHnToB ¢ aHoManued OOmTeiiHa. AHanu3
NOJIYYEHHBIX PE3YyJbTAaTOB JACT BO3MOXKHOCTb ONTHMM3UPOBATh OKa3aHUE
XUPYPrUUECKOW MOMOIIN OOJIbHBIM C aHOMaliuel DOITelHa U CUHAPOMOM
BITY. Vcrpanenne JIIDKC UWHTEPBEHIIMOHHBIM M XHUPYPTHUUECKUM
METO/aMH MO3BOJIAT 3HAYUTENIBHO YIYUIINUTh PE3YIbTaThl XUPYPTHUECKOTO
J€YeHMs, a 3HAYUT, CYIIECTBEHHO TOBBICUTh KAaueCTBO JKU3HU

paccMaTpuBaeMoil Tpynmbl OONBHBIX W YIYYIIUTHh HX IPOTHO3.



Hame uccrienoBanue DOMOJHUIO BaXKHBIN pazzaen GyHAaMEHTAIbHBIX
3HaHUW B 00JIACTH MHTEPBEHLMOHHOW U XHPYpPrHUECKOH apUTMOJIOTHH.
Mpbl nokazanu BaXHOCTh BblOOpa Meroga ycrpaHenus JAIDKC mns
JOCTHKEHHS XOPOIIUX OJMKaUIINX U OTJATICHHBIX PE3yJIbTaTOB.

BHeapenne pe3yibTaToB HCCACA0OBAHUS

[Tonosxkenus, KOTOpele ObUIM OTPaXXEHBI B AUCCEPTALIMOHHON padoTe,
BHEJPEHBI B IIOBCEJHEBHYIO KJIMHHYECKYHD TNPAKTUKY H AKTHUBHO
NPUMEHSIOTCS TPU XUPYPrUYECKOM JIEYEHUU OOJIBHBIX C aHOMajuel
Oo6mrelina u cunapomom BITY B OI'BY «HMUI[ CCX um. A. H.
bakyneBa» Mun3zapasa Poccun.

B auccepraumm chopmyaupoBaHbl MNPUHLMIBL W pa3pabOTaHBbI
MOAXO/Abl K BBIOOPY XUPYPTMUECKOW TAKTHUKH JICUCHHUS B OTHOIICHHUH
paccMatpuBaeMoi rpymmbl  O00JdbHBIX. OHHM  TMO3BOJIAIOT MOJA00paTh
HamOoJiee ONTUMAJIbHBIA BapUAHT XHPYPTUYECKOTO JICUCHUS TIPH
pasnuuHbix Bapuanusax Jgokammzanuu  JIDKC, a 3Hauutr po0uthes
HAWJTYy4YIIMX  OMKaWliuX ¥ OTAQJIEHHBIX  pe3ynbTatoB.  Urtoru
JUCCEPTALIMOHHOM PA0OThl HAIISAHO JEMOHCTPUPYIOT 3(P(HEKTUBHOCTH
nuddepeHupoBaHHOrO Mojaxoaa K xupyprudeckomy Jseuennto JIIDKC y
NAlMEHTOB C aHOMaJluel DOIITeNHa: TaKOW MOAXOJ MO3BOJIAET YIYUIIUTh
KAueCTBO KM3HM OOJBHBIX U MX MPOrHO3. Pe3ynbraThl HaydyHOH padOThI
MOT'YT HCHOJIB30BAaThCS B YUPEKIACHUAX 3APABOOXPAHEHUs IS JICUEHUS
NALMEHTOB C 3a00JIEBAHUSIMU CEPJIEYHO-COCYIUCTON CUCTEMBI.

PabGora  sBaseTcs  4YAacThIO  I[EJIEBOM  KOMILIEKCHOH  TEMBI,
paspabareiBacmoii B DI'BY «HMUI[ CCX wum. A. H. bakyneay
MunsnpaBa Poccun: «l'eHernueckas TreTepOreHHOCTh  MEPBUYHBIX
(HacJeACTBEHHBIX) HAPYILICHUN CEepAeYHOro putrma. JHMarHoCTUKU U

NOAXO/Abl K XHPYPrU4YECKOMY JIEYEHUI0» U HMeeT No rocynapCTBEHHOMN
peructpaunn AAAA-A18 -118021390054-6.



IIy0mkanuu pe3yjbTaToB HCCJIeI0BAHUSA
[Io wmatepuanam AuCCEPTAIIMOHHOM pabOThI OMYyOJMKOBAHO 5
NEYaTHBIX PabOT, U3 KOTOPBIX 3 CTAaTbu — B PELEH3UPYEMbIX HAYUHBIX
U3JIaHUAX, BXOIAIMX B nepeueHbp BAK.
Anpobdanus padoThI
Anpobanus auccepTanuu coctosuiack 25 ceHtsOps 2019 roma B

OI'bY «HMUIL CCX um. A. H. bakynea» M3 P®.

Marepuaibl M OCHOBHBIE TOJIOXKEHHUS JUCCEPTALMOHHOM pPadOThI
JIOJIO’KEHBI U 00CYKJIEHBI Ha 3aCeHaHMsIX:
1. XXI Bcepoccuiickuii ¢be3l CeplIeUHO-COCYIUCTBIX XUPYPIroB, KOTOPBIN
npoBoauics 22-25 nosiopsa 2015 roaa.
2. XXV BcepoccniiCKnil Che3[l CepACYHO-COCYIUCTBIX XUPYPrOB, KOTOPBIN
cocrosics B iepuojt 10-13 Hos6pst 2019 rona.

O0bem U cTpyKTypa padorsl

Jluccepranys IpeacTaBlIeHa B KIIACCHYECKOM BHUJE: OHA BKIIIOYAET B
ceOs1 BBEIEHME, IATh TIJIaB, BBIBOJBI M MPAKTUYECKHE PEKOMEHIALINH.
Hayunas paGota msnoxena Ha 118 cTpaHunax MamIMHOMKMCHOIO TEKCTA.
Cnucok UCHoJIb30BaHHOM JIUTEPATyphl COCTOUT U3 40 OTEUECTBEHHBIX U 79
3apyOeKHbIX UCTOYHUKOB. B paboTe Takke MpeAcTaBieHbl WILTIOCTPALIUN:
23 pucyHka u 8 Ta0uil.

OcHoBHoOE coiep:kaHue padoThl

C 2006 o 2016 rr. B ®I'bY «HMUILL CCX um. A. H. bakynesa» MP
ObLTM 00CJIE0BaHbI U MPOONIEPUPOBAHBI C TOMOIIBI0 PYA miu B yciaoBusax
UK 54 maruenTa ¢ cuaapomoM BITY u anomanmeit D0mreiina. Kputepuem
BKJIIOUeHUs] B uccienoBanue Owbuto ycrpaHeHue JIDKC y OonbHBIX C
aHoMayiel DOITeitHa UHTEPBEHIIMOHHBIM WM XUPYPTUUECKUM METOJIOM.

Bo3pact naimeHToB B MCCIEI0BAHHOM T'pyIlle COCTaBWI OT 2 A0 58 ner,



cpeanuit Bo3pact — 21,7+13,14 ner. Heretri ot 2 mo 18 ner Opuio 23
nanuenTa (cpennuii Bozpact coctaBui 11,25+4,41 rona).

Hns oueHkn  dPPEeKTUBHOCTH  NPOBOAUMOTO  JICUCHHUS]  BCe
UCCJIENyEMbIE B 3aBUCHMOCTH OT MCXOJHOI'O COCTOSIHMSI ObUIA IOJEJIEHBI
Ha 2 TPyNIIbL.

1 rpynna. B Hee Bonuin 24 manueHta ¢ aHomanued OOmTeliHa U
cugapomMom BIIY, koropbiM Obula TOpOBEIEHA KOPPEKLHS aAHOMAIUU
DO6mreitna B ycnousix WMK. Jlannas rpynma Oblia mojeneHa Ha 2
MOATPYIIIBI.

| moarpynna Bkjrouana 14 manuMeHTOB, KOTOPbIM Oblia BBITTOJHEHA

OJJHOMOMEHTHasi KOppeKUus aHoMaiuu OOWmTeHa U  yCTpaHEHue
cunapoma BIIY ¢ mcnons3oBanmem onepanuu Cuin, KpUOAECTPYKIIUU U

Ap.

2 noarpynna Bkirovana 10 manueHToB, koTopbiM ycrpanenue JITKC

OBUIO MPOBENEHO ¢ momolbio PYA 110 win mocsie KOppeKIuu aHOMalluu
D0mTeitHa.

VY Bcex marnueHToB 1 rpynmbl ©Meaach reMOJUHAMUYECKU 3HAUUMAst
aHOMaJIMsl cepJilia, MPU KOTOpol TpebdoBanach Koppekuus nuchynkuun TK
B ycnoBusix MK. Bcem mamumeHtaM JaHHOW Tpynmbl Obljla BBIMOJHEHA
IJIacTrKa Win nporesupoanue TK.

Bo 2 rpymmy Bounumi 30 mNalMEHTOB C HEKOPPUTHPOBAHHOMU
aHomayvenr OO0mTeitHa, kotopeiM s ycrpanenus JIDKC  Obiia
nposeneHa PUA.

[TokazaHusIMU K KOPPEKIIMH aHOMAJIMKM DOINTEHHa JJI1 MalueHTOB 1
IPYIIbl  TOCTYXWJU: BblpakeHHas marojoruss TK, BelpakeHHas
HeZocTaTouHOCTh KpoBooOpamienus: (III-IV ¢yHkumoHanbHbIA Kiace MO

NYHA), yBenuueHue kapauoTopakaiabHOro uHIekca (55,33+,57%), a
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taoke Hamuuue PII m TII ¢ nmposenenmem mno JIDKC (tabGauma 1).
[TokazanusMu K KaTeTepHOU alnaruu ObUIM: HaJH4YWe JENIbTa-BOJHBI Ha
OKT, I-II ¢dynxkumonansHbii kiacc mo NYHA, yxynmenue kadecTBa
KU3HHU, CBSI3aHHBIE C YYAIICHHMEM U YBEIWYCHHEM IMPOJIOJIKUTEIbHOCTU
apOKCU3MOB TaxUKapauH, HEAPPEKTUBHOCTHIO MIPOBOJIUMOM
AHTUAPUTMHYECKOM Tepamuu, a TakkKe MOSBICHUEM apUTMOIEHHOU

kapauomuonatuu (49,78+5,97%).

1 rpynna 2 rpynna
Iloxa3zarenn KoanuecTBo % KoaunuecTBo %
NaAnMeHTOB NMAIMEHTOB

HK 1 2 8,33 22 73,33
2A 19 79,17 8 26,67

2b 3 12,5 0 0

0 0 0 0

oK | 0 20,37 12 40
11 10 41,67 14 46,67

111 12 50 5 0
1\Y 2 8,33 0 16,67

Tabnuya 1. Pacnpedenenue nayuenmog 6 3A8UCUMOCIU OM  MANCECTU
XpoHUuueckou Hedocmamounocmu kposooopawenus no I. @. Jlaney, B. X. Bacunenko,

H. X. Cmpaxcecko u no xnaccuguxayuu Hoio-Hopkckotl accoyuayuu xapouono2oe
(NYHA).

B anamHe3e y BceX MAIMEHTOB WMEIMCHh MPUCTYIBl TaXUKAPIUU,
KOTOpbIe MaHU(DECTUPOBAIHM B MEPHOJ OT poxkaeHus mo 30 jeT, JyacTtora
MPUCTYTIOB COCTABIIsLIA OT 2 pa3 B T€UeHHE Bcel xu3Hu A0 10 pa3 B cyTku
C MPOJOJDKUTENIBHOCTBIO OT | MuHyTBHI 10 3 cyrok. Hapymenus purma
ceplilla y TMalMeHTOB B O0EUX Tpymnmax HOCWUIM MapOKCH3MaIbHBIM
xapaktep; UCC BO Bpemsi MNapoKCH3MOB TaXWUKapIuu Kosebdanach B
npeaenax 120-250 yn/mun (cpenuss UHCC — 180+23,56 ya/mun). MeTos
KY[MUPOBAHUSl HApYyIICHUS pUTMA IO TpynnaM MpPaKTUYECKH HE
OTJINYAJIUCh.

Bcem GonbHBIM ycTpanuwiu cudipoM Bonbda — [lapkuncona — Yaiira.

HpI/I HCXOOHO TAKCIOM COCTOAHHUHU manucHTamM BBITTOJIHSAIN



11

OJTHOMOMEHTHYIO KOPpEeKITHio anomannu JomreiHa u ycrpansm JIDKC B
ycnoBusix UK. Jlns ompenenenust 6omee Tounoit nokamuzaruu JIDKC u
mudepeHnanbHOl  IMArHOCTUKUA — JApyruxX (HopM  HaIKeTyI0YKOBOM
TaXMKapJIMM BCEM IMAaIlMEHTaM Iepes onepanueit nposoauwioch DU, s
Oosee TOYHOM TOomMMYECKOW nuarHoctuku y 9 mauuentoB (37,5%) nepen
OJITHOMOMEHTHOM KOppeKIMel aHoManuu OOImTeHa W yCTpaHEHHEM
JIDKC npuMeHsy MHTpaonepaliioOHHOE KapTUPOBAHKE.

bl  mpoBeneHbl KIMHUKO-IMATHOCTUYECKHUE, J1a0OpaTopHbIE U
byHKIMOHATBHBIE HCCIenoBaHus ¢ wucnoibzoBanueM OKI', 3OxoKT,
kopoHaporpaduu, peatresorpadguu, XM OKI', anexkTpoduznonornaeckoro
U CTaTHCTHYECKOIO0 METOJOB HccienoBaHus (Tabnuma 2). Taxke s

MMOJYy4YCHUA MOJTHOM KapTHUHBI 3a00JIEBaHHs HCIOJIb30BAJINCH APXHBHBIC

MaTCpHraJbl.
1 rpynna 2 rpynna
Jlo neyeHus Ilocne P Jlo nedyeHus IIocne P
JICYCHUS JICYCHUS
KCP 2,46+0,40 2,54+0,40 | 0,068 2,66+,059 2,68+0,60 | NS
KJIP 3,93+0,55 3,92+0,54 0,59 4,17+0,54 4,14+0,52 | NS
KCO 21,28+8,39 24+4,56 0,5 27,44+14,27 | 27,54+12,38 | NS
K10 68,70+17,80 |65,33+16,07| 0,85 | 81,15+24,34 | 80,08+23,98 | NS
®B 69,04+6,78 60,5+£8,25 | 0,013 | 68,57£7,17 | 66,79+£7,25 | NS
OK TK 48,73+10,83 36,84+7,48 | 35,94+7,64 | NS
Hen. na TK | 2,56+1,03 0,21£0,41 | 0,027 1,78+0,68 1,68+0,78 | NS
JaBaenmne B| 29,25+5,74 29,5+4,94 0,1 36+5,2 37+£5,13 NS
DK

Tabnuya 2. Pesynomamvr IOxoKI' y nayuenmos c anomanuei Dowimelna u
cunopomom BITY.
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HanbGonee wyactro mnpu oOpaimieHUH 3a MEIUIMHCKONW IMOMOIIBIO
MalMeHThl JKAJIOBAJIMCh HAa MAapOKCU3Mbl TaXUKapAUUM U TPU3HAKU

Cep/JICYHOM HEeI0CTaTOYHOCTH (Tabmwuia 3).

1 rpynna 2 rpynna
Kanoodwl (np=yz 4) (np=}; 0)
O6mas cinabocthb 12 (50%) 16 (53,33%)
ITapoKCU3MBI TaXUKAPIUU 23 (95,83%) 28 (93,33%)
['onoBokpyx)eHue 2 (8,23%) 9 (30%)
[IpecunKoOME U CHHKOTIE 3 (12,5%) 3 (10%)
Oppliiika npu GU3NUECKOI Harpy3Kke 17 (70,83%) 8 (26,67%)
Bbonm B obnacTu cepama 8 (33,33%) 5(16,67%)
OTeKM HIHKHUX KOHCUYHOCTEH 3 (12,5%) 1 (3,33%)

Tabauya 3. CpasnumenvHas Xapakmepucmura x#canod nayuenmos no epynnam, n (%).

Coueranue cuHapoma BIIY wu  aHomamum  DOmreiHa B
U30JUpOBaHHOM Buae umeno Mmecro y 21 (38,89%) mnaunmenta, a B

coueranuu ¢ apyrumu BIIC —y 33 (61,11%) OonbHBIX (pucyHOK 1).

S 10
(o]
= Conyrtcreyowme BINC
(]
Z 8
T
© 6
4
2
E 2
7 0 H B B E E N
AHeB
g Msmap KoAo + | AHeBp AN
x ABYXCT | n3ma
aAmMnmn | 000 |AMMXIN | socx. 2-x AK | +OMnN
Ao + BOP'-IaT MMOmn + n
000 bt AK | AMNN
H C KoppeKumeit aHomanunm
o 8 8 1 1 1 0 0 0
36wTeiHa
H be3 KOppEKLI,MVlaHOME\/'IVIM 5 9 0 0 0 1 1 1
36wWwTenHa

Pucynox 1. Conymemsyrowue BIIC.
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VY 16 6onbHBIX ¢ curapoMoM BIIY u anomanuedr D0mTeitHa ObLIH
3a(pUKCUPOBAHBI COIMYTCTBYIOIME HApPYUICHUS PHUTMA: HSKTOMHYECKAs
npeacepaHas Taxukapaus — y 4 6onpHbIX (7,41%), TII — y 4 nmanueHTOB
(7,41%), aTpUOBEHTPUKYJISIpHAs y3J0Bas PELUUIPOKHAS TaXHKapIus
(ABYPT) — y 1 6ombrOTO (1,85%), ®II — vy 8 mamuentoB (14,81%), c

nposenenreM Ha kenynouku yepe3d HAIDKC — y 3 6ombHBIX (5,56%)

(pucyHOK 2).

OrRL NWMULIO

JKTONUYECK
an

T ABYPT on npeacepaHa
A

TaxuKapama

KonunyectBo
nauueHToB

H C KoppeKumein aHomanmm

J6wWwTenHa 3 1 3 1

M be3 KoppeKuun aHomanum
J6wTenHa

Pucynox 2. Conymcmsyrowue napyuwienus pumma.

Pe3ynbpTaThl, MOJy4YeHHbIE HaMH B pabdoOTe, Mbl CpPaBHUBAIM C
IIOKA3aTeNIIMU  J1I0OIIEPALlMOHHOTIO, Onmmkaiiiero ¥ OTJIAJICHHOTO
MIOCJIEONEPALIMOHHOTO  MEPUOJOB. [l IEeMOHCTpaluu  IMOJYyYEHHBIX
pEe3yJIbTaTOB Mbl MCIOJIB30BAJIN ONMUCATEIBHYIO CTATUCTUKY C YKa3aHUEM
CPEINHEr0 3HA4YEeHMUSA, a TAK)KE CTAHJAPTHOIO OTKIOHEHHMS U J0iu. B
rpynmnax ajis oueHKd 3()PEeKTUBHOCTU MPOBOJUMOTO XHUPYPrUYECKOTO U
WHTEPBEHIMOHHOTO  JICYEHHUs] IPUMEHSUIM KPUTEpUH Y HUIIKOKCOHA,

pa3IMyYMs CYMTAIHN CTATUCTUYECKHU 3HAYMMbIMU NpH 3HaueHuu p<0,05.
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Pesyabrarsl JOU

Pesynpratet O®U cunmpoma BIIY y OonbHBIX ¢ aHoMamuein

D61TeiiHa npeCcTaBIeHbl B Tabuuax 4 u 5:

dopma 1-s1 rpynna 2-51 rpynmna
(n=24) (n=30)
Manudectupyromas 12 (50) 15 (50)
NHTepMuUTTHpYIOIIAs 2 (8,33) 3(10)
JlaTtenTHas 3 (12,5) 1(3,33)
CkpbiTas 3 (12,5) 3(10)
MHOK€eCTBEHHAas ABYXITyYKOBasi 4 (16,67) 7 (23,33)
MHOXeCTBEHHAs TPEXITYYKOBas 0(0) 1(3,33)
Tabauya 4: ©opmer JJIIKC (0anuvie IPHU), n (%)
Jlokanu3zanus KosuyecTBO my4yKkoB
1-1 rpynmna (n = 28) 2-s rpynna
(n=39)
[TpaBas nepeanss 2(7,14) 2 (5,13)
[TpaBas nepeaaeO0KOBas 1(3,57) 1(2,56)
[IpaBas nepegnecenTanbHas 0(0) 1(2,56)
ITpaBast GokoBas 1(3,57) 2 (5,13)
[IpaBas 3agHeO0KOBast 5 (17,86) 8(5,13)
[TpaBas 3aaHss 11 (55) 6 (15,38)
[IpaBas cpennecenTaibHas 0(0) 1(2,56)
[TpaBas 3agHecenTanbHas 5(17,86) 12 (30,77)
[TpaBas HHKHENapacenTajabHas 1(3,57) 2 (5,13)
[IpaBas HIKHSIS 1(3,57) 2 (5,13)
ATprodacuuKyJIsIpHbIN TPaKT 1(3,57) 1(2,56)
Tpaxt Mareiima 0(0) 1(2,56)

Tabnuya 5. Jloxanuzayus JJIDKC (0annvie OOU), n (%)

B o6eux rpynmax pedpakrepnocte ABY u JIIDKC oka3anace
CTaTUCTUYECKU HE 3HAUMMOM. Y manueHToB 1 rpymnmbl Obulo OOHApPYKEHO
28 HIDKC, Bo 2 rpymme — 39 JIDKC. B cymMme XHpyprU4ecKMM H
WHTEPBEHIIMOHHBIM MeTofamu Obimu ycrpanensl 67 JIIDKC. B obGeux

rpynnax JIDKC umenn npenmyIiecTBeHHO 3aHIOK0 JIOKan3anuo. Bo 2
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rpynne yamie Bcrpeudanuch MHoxecTBeHHble [{IIKC c 3amHecentanbHOiM
JIOKaJIM3aluen.

IIo UTOraM DDOU ObLIH BBISIBJICHBI: AHTUIPOMHAS
aTPUOBEHTPUKYJISIPHAS PELUINPOKHAS TaxXUKAPAUS C JUIMTEIBHOCTH LIMKJIA
ot 310 mo 400 (284,2+151,4) mc y 8 (33,33%) nanuentoB B 1 rpymre u ¢
mHou nukia 360 mc —y 1 (3,33%) GosbHOM BO 2 rpyIinie, a OpToApOMHAas
aTPUOBEHTPUKYJISIPHAs PECHTPU TAaXUKapAWs C JUIMHOW mukia ot 320 mo
600 (370+75,26) mc y 10 (41,67%) nauuentoB B 1 rpymre u ot 280 g0 450
Mc y 16 (53,33%) GonbHbix Bo 2 rpynne. CoueraHue aHTUAPOMHOU U
OpTOAPOMHOM Taxukapauu otMeueHo y 3 (12,5%) mauuentos B 1 rpyme.
B o6eux rpynmax mnpeBamupoBalia OPTOAPOMHAST TaXWKapAus, KOTOpas
MIPEMMYLIECTBEHHO coueTanachk ¢ 3aaHen sokanusanmen JIDKC. Bcee
BBISIBJICHHBIE COIYTCTBYIOIIME HApPYIIEHUS PUTMA OBbUIA YCTPAHEHBI BO

BpCM: OIICpAalru.

Pe3ysabTaThl XHPYPru4ecKoro JiedeHus1 00JbHbIX ¢ KOPPUTHPOBAHHOM

aHoMaJsueii JomrTeiiHa U cuaapomoM Bousbgpa — [lapkuncona — Yaiita
[Ipy OAHOMOMEHTHOM MOAXOJIE K JICUCHUI0 aHOMAJIMM DOIITelHA U

cunapoma BIIY mnpuMeHSNIMCh Clenyroomue XUPYprudyecKUE METOAUKH

ycrpanenus JIDKC:

1) onepanust Sealy W. —y 14 nmauuenTos (58,33%);

2) KpUOAECTPYKIUS, SNUKapaAranbHas U sHaokapauaneaas PUA JITDKC —

y 1 6onbHOTO (4,16%);

3) sHIOKapauaibHas dJIeKTpoaecTpyKius — y 1 manuenta (4,16%);

4) sruKapIuanbHas AIEKTPOASCTPYKIUS — Y 2 00sbHBIX (8,33%);

5) osnukapavalibHas W JHAOKapAWalbHas AJICKTPOACCTpYyKIusa — y 1

nanuenTa (4,16%).
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Onepaunn npoBoawivch B ycnoBusx MK, ero mpoaomkuTenbHOCTh
BappupoBasia ot 73 nmo 195 wmwmn, cpemnee Bpemsa WK cocraBuio
111,6+£36,66 muH. Bpemsa mepexaTus aopThl Kojebaidoch oT 38 mo 112
MUH, CpeJIHEE BpeMs MepeKaTHs aOpThl cocTaBuio — 65,1+£50,89 mMuH.

Comyrcreyromme BIIC y manmmeHToB ¢ aHOManmei OOmTeiHa U

cuaapomom BIIY Obutn ckoppektupoBanbl BMmecte ¢ marojorueid TK

(Tabnuia 6).
Buabl BbINOJHEHHBIX ONlepanui KoanyecTBOo manuenToB
[IporesupoBanuem TK Guonornyeckum 17 (70,83%)
IPOTE30M
[Tnacruka TK 7 (29,17%)
YumBanue/tutactuka JIMIIIT (Bkitouas 16 (66,67%)
000)
Ymusanue JIMXKII 1 (4,17%)
Penporesuposanue TK 6uonorunueckum 3 (12,5%)
IPOTE30M

Tabnuya 6. Onepayuu, 8binOIHEHHble NPU KOPPEeKYuu anomanruu doumeriHa u
cunopoma BI1Y, n (%).

N3 ocnoxHeHUHM, BO3HUKIIMX IMocje ornepauuu B ycinoBusix UK,
MOXHO OTMeTUTh 1 ciyuaii (3,33%) y3noBoro putma u 5 cirydaes (16,67%)
[IapOKCU3Ma HAaJKETYT0YKOBOU TaXUKapIUH. C IIOMOILBIO
AJIEKTPOUMITYJILCHOM Tepamuu ObLT BOCCTAHOBIIEH CHHYCOBBINM puTM. AB-
omokanel ObM y 6 (20%) OOJIBHBIX, HMMIUIAHTALMS JABYXKaMEPHOIO
anekTpokapauoctumyssitopa (OKC) nmonagodbunace 2 (6,67%) marueHTam
C TMONHOW momepeyHoit Onokamoit, 1 (3,33%) manmeHT HYXIaiacs BO
BpeMEeHHOU cTuMysiiuu. K BhIMHUCKE Y BCceX OOJBHBIX, KPOME MAIIUEHTOB C
OKC, cuHYyCOBBI PUTM OBUI BOCCTAaHOBJIEH. B eIMHUYHBIX CiIydasx
HaOJII0/IaNIMCh TEPUKAPAUT, TUAPOTOPAKC, CEpACUHass HEJOCTAaTOUYHOCTh U
MPOTE3HBIM HHAOKApAUT. B onHOM ciaydae OOJIBHOMY C TPOTE3HBIM
OHAOKAPIUTOM OBLIO cpa3y mpoBeneHo penporesupoBanue TK. mocie Bo

BTOPOM CJIydae MpoTe3 OKas3ajcs MaJj, TaK Kak MalueHT Bbipoc (6 Jier), u
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pebeHKy YCTaHOBWJIM IMpoTe3 Oojbliero pasmepa. B Tperbem ciyyae
pernpoTe3upoBaHne OBLJIO BBHINIOJHEHO dYepe3 24 rToma B CBSI3H C
Oouonerpaganyen u TucPyHKIHMEH mpoTesa.

Bropas noarpynna cocrosuia u3 10 manueHToB, KOTOPBIM KaTeTepHast
abmammst JITDKC Obuia mpoBeneHa 10 WM MOCTE KOPPEKIIUU MATOJIOTHH
TK. Cpean npuyvH BBIIOJHEHHUS KaTeTepHOM  aljamuu  1mocie
XUPYPruyecKo KOPPEKIUH OCHOBHOTO TTOPOKA MOXHO BBIJICTUTh HATMYKE
ckpbIThix U MHOkecTBeHHbIX JIIDKC (pucynok 3, 4). Ilpoenenue PUA
JIDKC nepBbIM 3TanoM MPUBEIO K YMEHBIICHUIO MPOAOIKUTEILHOCTH
UK u BpeMeHM mepexaTvs aopThl BO BpEeMsi BTOPOTO dTara — KOPPEKIUU
aHoManuu DOmTeitHa. B wmamelr pabore onum cocrtaBmim 116,03+57,16;
65,1£20,88 Mua u 111,6£36,5; 59,99+25,79 MUH COOTBETCTBECHHO IIO
rpynnam. ['oBOpUTh 0 JOCTOBEPHOCTH PA3IUYUI MOKAa HET BO3MOXKHOCTH
u3-3a HEOOJBIIIOr0 KoMUecTBa HabmoAeHul. B uccnemyemoii moarpymrme
(2 moarpynma 1 rpynmsl) peunauB cunapoma BITY ormeuancs y 1
nanueHTku nocie kpuoabnanuu JAIDKC 3agHecenTanbHON JOKaIM3aIUU.
B nocneonepannonnom nepuozae Ha K ormeuancs hpernomen BITY u AB-

0JI0Kana 2 CTEIEHM.

Eluoro Loop

Pucynox 3. O®U u PYA y nayuemma co ckpeimeim BIIY nocne panee
8bINOJIHEHHOU KoppeKkyuu anomanruu Jowmetina 8 ycrosusax UK.



18

R
|
\
|
|
)
{
|
|

|
3\
\
|
|
f
|
|

b3
:
[

e s I e e T

e s e e B G L CACUMERIL MRy, P
\,'-‘AMM"_I__,«W = I,‘__..#_.w._‘,' .__,_H__,ﬁ,,._”_.".._.ﬁ,ﬁ_,_‘_,h\f'___ et PP
*)F'_'w"'*"!.""' — T T '|_ el Pl S

-~

;
(L E LT

L i e e e et I e R e e e S e B T et e e e B i S i R S S B B e

Pucynox 4. P4A JJIDKC 60 épems opmoopommuoi maxuxapouu [3].

Takke peuuauBBl TAXWKapIUW BCTPEYAIUCh Yy NALMEHTOB IOCIE
ycrpanenus JIDKC kak ¢ momonipto PYA, tak u B ycnoBusix UK BMmecTte
C Koppekuued aHomanuu OO0mrTeiiHa. OJHOMOMEHTHAas KOpPPEKLHS
muchynknun TK u cuaapoma BITY Obina BeImonHEHa 3 manueHTaM I0CIe
HeapdextuBnorn PYA JIIDKC. Bo Bcex ciiydasx HpHCYTCTBOBAIU
MHOxkecTBeHHbIE [[IDKC. OnHuM U3 Takux MpUMEPOB SABIIETCSA MALUMEHT 5
ner ¢ MHoxecTBeHHbIMH JIIDKC mpaBoii HMKHEmapacenTalabHOU H
nepeaHe00KOBOM JoKaIn3anue. bolbHOMY C BBICOKMM PUCKOM Pa3BHUTHS
XKu3Heyrpoxaroiiei aputmuu nociie 4 neapdexruuoix PYA JIITKC 6bu1a
MpoBEJieHa OJHOMOMEHTHAs KOpPEKIUsi aHoMajauu OOmTelHa ¢
yctpanenueM cunjpoma BIIY ¢ nmomomisto onepamuu Sealy W [16]. IBym
naiMeHTaM  BBIMOJHSIIM  KaTtetepHyto  abmamuio  JIDKC  mocne
OJIHOMOMEHTHOM KOPPEKIMH aHOMAJIMK DOIITEHHA U YCTPAHEHUS! CKPBITOU
dopmbr AIDKC B yenoBusax UK. B 1 ciywae PYA JIITKC ocymiecTsisum
JI0 U T10CJIe OAHOMOMEHTHOM Koppekiuu narojgoruu TK u cungpoma BITY
u3-3a Hajmuuusi MHOKecTBEHHBbIX CKphIThIX JAIDKC. V 1 GonbHo# mocne
OJTHOMOMEHTHOW KOPpEKLIUK HabJt01anach MpeicepaHas SKTOMHSL.

OnepaTuBHOE JiedeHHE aHOMaiuu JOmTeiiHa u cuHapoma BITY Mbl

CUMTAJIA  YCHEIIHbIM, €CIA  yJaBajloch  CKoppektupoBath  BIIC
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(nemocratounocts Ha TK orcyrcTBOBana wiuM Oblla MUHUMAJIbHA) U
ycrpanuth JIIKC, TO ecTh TOMKHBI OBIIIM OTCYTCTBOBATh: MPEIK3UTALUU
KEITYJOUKOB Ha DdJIeKTporpaMMme Inpu MaHudectupyromein  dopme
cunapoma BITY u perporpagnoe nposeaenue uepe3 AIDKC npu ckpsiToi
dopme curmpoma BIIY. Eme omaum ¢dakTtopom ycmexa crana
HEBO3MOXHOCTh  IIPU  IPOrPpaMMHMPOBAHHOM  CTUMYJISIHMKA  Cepaua
UHAYIUPOBAaTh OPTOAPOMHYI0 W/wmu aHtuapomuyio ABPT mocne
BOCCTAHOBJICHUS CEPACUYHON IEATENBHOCTH U uepe3 | uac mocne Hee.
O¢dPexkTUBHOCTD  OJHOMOMEHTHOTO  XHUPYPTMYECKOTO  JICUEHMS
cunapoma BIIY u anomanueit D0mTeliHa y OOJIBHBIX MpEACTaBICHA Ha

PHUCYHKE 5.

S EKTMBHOCTE OAHOMOMEHTHOW KODDEKLMK aHoManni 26WTerdHa 1 cHapora BITY
< Complete + Censored
096

094

Curnulative Proportion Surviving
[l
[es]
o)

082

080
-1000 o 1000 2000 3000 4000 5000

Survival Time

Pucynok 5. Dgpghexmusnocmv oonomomenmuou koppekyuu anomanuu Iouimenna

u ycmpanenus cunopoma BITY ¢ ucnonvsosanuem PUA (kpuevie Kannana — Metiepa).

Pe3ynbTaThl HHTEPBEHUMOHHOTO JIe4eHHs 00JIbHBIX C CHHAPOMOM
Boasda — [lapkuHcoHa — YaiiTa 1 HEKOPPUTHPOBAHHOU aHOMAaJIM el
J0wmreiiHa
B peHTreHonepalnMoHHYH0 Ha TaxuKapJuu OBLJIO JIOCTAaBJICHO 2

NaleHTa, Ha CHHYCOBOM putMe — 28 OosbHbIX. Bcem mnaruentram
NpPOBOJMIACH KOHTpACTHAsE aHruorpadust A BHU3yalW3allMd TMPaBbIX

OTACJIOB CCpALa.
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[Tpu atom y 7 (23,33%) nauuentoB umenocs no 2 I, ay 1 (3,33%)
oonmpHoro — 3 JIIII. Jlokamu3amus MHOXecTBeHHBIX JIDKC B
OOJBIIMHCTBE CiIy4yaeB Oblia MmpaBasi 3aJHECENTaIbHON, IpaBasi OOKoBas U
npaBasi 3aIHE00KOBasI.

VY manueHToB, NOCTYNHUBIIMX B ONEPAIIMOHHYIO HA CHHYCOBOM PUTME,
C TIOMOIIBIO MPOrPAMMHUPOBAHHOM, yUallaroleld WK 4acTON CTUMYJISALNU
MHAyOupoBanu  Taxukapauro. Bo Bpems PYUA  wnaykuus wnum
TpaHchopMaIys IPyroro BUja apuTMUM Oblla OTMEUYEHa y 9 NMalueHTOB.

B pesynbrare mpoBeneHHONW pabOThl OBLTU OINpPEACICHBl 2 KpUTEPHS
a¢dexTuBHOCTU: 1) OTCYTCTBHE TaxXUKApAUU IMPU MNPOrPaMMHPOBAHHOMN
ctuMyisinuu nocsie PUA; 2) oTcyTCTBUE MPEIK3UTALMU KETYAO0UYKOB MPU
Manudectupytoiei popme cunapoma BITY.

B tabnune 7 npeacrasnensl xapakrepuctuku PYHA JITDKC.

PUYA
Bpemst PYA (mun) 1-18 mun (6,08+6,14)
Bpewmst gurroopockornum (MUH) 8-40 muH (19,08+9,63)
JUIMTenbHOCTh NpOLEAYpPHI (MUH) 60-240 mun (107,72+57,8)

Tabnuya 7. Xapaxmepucmuka PYA y nayuenmog ¢ anomanuei Do6uwimetina u
cunopomom BITY.

Karerepnas abmarus JIDKC y manueHTOB ¢ aHOManuer DO0ImTeiiHa
npoBoMiIach MOJ  (DITOOPOCKONMMYECKHUM  KOHTPOJEM  TOJIOKCHHSI
a0JIAIIMOHHOTO AJIEKTPOa, a TaKkKe MpHU MOCTOSsHHOM MoHuTOopuHre YCC,
motHocty (38+6,19 Brt), Temnepatypsr BozaerctBus (50,24+8,99°C) u
COTNPOTUBJICHUSI MEXKTY DJIEKTPOIOM U dHI0KapoM (801,36+50,126 Om).

3a nepuoj HaOMIOJEHUS PEelUIUB Taxukapauu Bo3HUK y 10 (41,67%)
MAIMEHTOB, B CBSI3U C Ye€M JaHHBIM OOJIbHBIM ObLia MPOBEJACHA MOBTOPHAS
PUYA. JIsym martuentam (8,33%) PUA npoBoauinace 3 paza. Cpeau npuyvH
HeA((PEKTUBHOCTH MPOIEAYPHI ObUTM MHOKECTBEHHBIE M CKPBIThIE (DOPMBI

JITKC.
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O (DEeKTUBHOCT, HHTEPBEHIIMOHHOTO JICUCHHUS BTOPOM  TPYIIIBI
OOJIbHBIX € y4eToM TOBTOpHBIX mnpouenyp PYA cocrtaBuna 87,5%,
MPOJIOKUTEILHOCTh HaOMoeHusT — oT 3,6 1o 12 ner, mpu 3ToM

3¢ HexTUBHOCTH TIOCIe TIepBo mporeaypsl PUA Obia 66,7% (prucyHOK 6).

SihdhekTMBHOCTE PUA Be3 ydeTa NoBTOpHBIM EMellaTenscTB
o Complete + Censored

0380
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Pucynox 6. Ogpgexmusnocmvs PYA y nayuenmos ¢ HeKOPPpUSUPOBAHHOU
anomanueu Dowmetina u cunopomom BIIY 0Oe3 yuema noemopmuvix emewamenbcme
(kpusvie Kannana — Metiepa).

B panHem mocnieonepaimoHHOM MEPHUOJIE Y BCEX MAIMEHTOB B 00EUX
rpynnax  HaOmoJanach  MOJIOKHUTENbHAsT — JIMHAMHKA:  YJIYYIIHIOCH
CaMOYYBCTBHE, MPUCTYMbI TaXUKAPAUU OTCYTCTBOBaIM. B 00eux rpymmax
Obl1a HysneBas cMepTHOCTh. Ileproa HaOMOeHNS 32 OOJBHBIMU COCTABHII
ot 3,6 1o 12 ner.

BriBoaLbI

1. ITpu anomamuu D0mreitna [AI1I1, kak mpaBuio, MpaBOCTOPOHHUE U
nokanu3yroTca Ha 3aaHerd noBepxHocth DK TK. Bemonnenne DPU u
DIUKApPAUAIBHOIO  KapTupoBaHue 1mo3BossieT BbliBUTH JIDKC wm
OTIPEJICNTUTH €r0 TOYHYIO JIOKAIU3AIUI0, OJaroaps 4emMy KapAHOXUpypram

npeaoCTaBILACTCA BO3MOXKHOCTb JOCTHYD IPCBOCXOAHBIX PE3YJILTATOB ITPU
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OJTHOMOMEHTHOM KOPPEKIMKM aHOMalui OOmTeiiHa M yCTpaHEHHUH
cunapoma BITY.

2. OrtHocuTenbHass O€30MACHOCTh NPOLEAYPHl H  BO3MOYKHOCTh
npoBeneHus MOBTOpHbIX PUA y mamueHToB ¢ HEBBIPAXKEHHOM
muchynkurert TK mo3BoOMST JOCTHMYDL  XOpPOIIMX PE3YJbTATOB  IPHU
ycrpanenuu [AIDKC y GonpHBIX ¢ aHOManuei DOITeliHa B COYETaHUU C
cuaapomoMm BITY.

3. OpnomomeHTHOe BMemarenbctBo — ycrpaneHue JIIDKC wu
KOppeKUusi aHoMaiuu OOmreliHa — mno3Boisiger ycrpanutTh I B Tex
ciydasx, korga PYA Obuia He 3¢ deKkTrBHA.

4. VYcrpanenue JIDKC y mammeHToB ¢ aHomanuer OOmiTeliHa u
cunapomom  BIIY  cBfizZaHO ¢  yMEHBIIEHHMEM pHCKAa  Pa3BUTHUA
3JIOKQYECTBEHHBIX APUTMUN M, COOTBETCTBEHHO, YJIYYIIEHHEM MPOrHO3a
st 6onbHOTO. Kputepuem BbiOOpa metona JyiedeHus cunapoma BITY B
COUETAaHUU C aHOMaJIKMel D0ITeHa SIBIASETCS BBIPAXKEHHOCTh TUC(HYHKIIUH
TK u creneHp HapyleHUs KpOBOOOpaIICHUS.

5. Db (}PEeKTUBHOCTH, MHTEPBEHIIMOHHOTO JICUCHHUSI OOJILHBIX COCTaBHJIA
86,7%, POIOIKUTENHLHOCTh HAOMIOJEHUS cocTaBuil — OT 3,6 g0 12 ner,
npu 3ToM 3P (EeKTUBHOCTH Mociie nepBor mnporeaypsl PUA Obina 66,7%.
O¢ddextuBHOCTh JNeyeHuss B 1 rpymme OonbHBIX coctaBwia 87,5%,
MPOIOIKUTEILHOCTh HaOMOIeHUS — OT 5 110 25 net. Y 22,22 % nainueHToB
M3 BceX OO0abHBIX ObUTM BbIABICHBI 2 u Oonee JIIIII, uTto BRI3BAIIO
HEOOXOJMMOCTh TOBTOPHBIX BMematenbcTB (24% cinydaeB). Cpenu
Opyu4uH HE3PPEKTUBHOCTH B 00EHUX Tpymmax ObLIM MHOXXECTBEHHBIE U

ckpriThie (hopmbl ITDKC.
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IIpakTHyeckue peKoMeHaaluu

1. Bcem manueHTam ¢ aHoMmaiueil D0IITEHHA JOJKHO MPOBOJAUTHCS
O®U nnsa seisiBnenus JIIKC u BeiOopa najibHEHIIIEH TAKTUKA JICYEHUS.

2. IlammeHTaMm € reMOAMHAMHUYECKH 3HAYUMBIMU H3MeHEeHusMH TK
npu anoManuu J6mreiiHa u cuaapome BITY ycrpanenne AIDKC momkHo
BBITOJIHATHCSI OTHOMOMEHTHO C KOPPEKIIUEN aHOMAJIHH.

3. ITapeHTam ¢ reMOJIMHAMUYECKH HE 3HAYMMBIMUA U3MEeHEHUsAMH TK
npu aHomanuu DOmTeiHa u cunapome BITY ycrpanenue JIDKC moxer
BBITIOHATHCS Ipu oMoy PYA.

4. Tlaumentam c anomanueit DOmTeiiHa u cunapomom BITY mpu
BO3HUKHOBEHUU 3JI0KAYECTBEHHBIX APUTMUUA U OTCYTCTBUU IIPU3HAKOB
CEpACYHOM HEIOCTATOYHOCTH B JIETCKOM BO3pPACTE IMOKA3aHO YCTPaHCHHE
JIIT npu nomomm PYA, 4YTO NO3BOJISIET BBINOJHUTH KOPPEKIHIO
AHOMAJIMH II03XKE.

5. Illpu BeIBneHuMM cunapoma BIIY y manueHToB ¢ anomanuein
DO0mTeiiHa NepBeIM 3TannoM LenecoodpasHo ycrpanuth AIDKC metomom
karetepHoii PYA, a Ha BTOpOM »3Tamne CKOPPEKTUPOBATH MOPOK st
WCKJIIOUEHUS  BEPOSITHOCTH  PA3BUTHA  peUUAMBA  TaxUKapauu B
MOCIICONEPALTMOHHOM TEPHUOJIE.

6. Bo BpeMsi 0THOMOMEHTHOW XUPYPTrUYECKON KOPPEKUHUH aHOMAaJINU
DO0mreitna u cu"apoma BIIY B ycnoBusax MK u kapauoruieruum Bcem
MAlMEHTaM PEKOMEHJOBAHO NPOBOAUTH HHTpaonepanuoHHoe OOU mis
BBIBJICHUSI CKPBHITBIX H MHOXecTBeHHbIX JIDKC wu ymenbieHus

KOJIHMYCCTBA pCIIMANBOB B OTAAJICHHOM IICPUOJIC.
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