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Pabora BemonHeHa B ®PI'BY «Hayunom LleHTpe cepleyHO-COCYAUCTON
xupyprun M. A.H. bakynesa» PAMH, B oTheneHun Xupypruu AE€Te paHHEro
BO3pAacCTa C BPOKJICHHBIMH IIOPOKAMM CEPJLIA.

Hay4Hblil pyKkoBoaMTE/Ib:

JIOKTOp MEIUIIMHCKUX HayK, Ipodeccop ML.A. 3ejieHUKHH
JIOKTOp MEAUITMHCKUX HayK, Ipodeccop B.H.llIBexyHoBa
OduumnanbHbie ONMOHEHTHI:

bacapruna Egena HukosnaeBHa - JOKTOp MEAMIIMHCKUX HayK, Mpodeccop—
3aBelylolas KapAMOJOTHYECKMM OTAelieHueM HaydHo-Hcciie1oBaTenbckoro
Nucturyra nenuatpun  denepanbHOro  rocyJapCTBEHHOTO  OHOIKETHOTO
yupexaenus «HayuHblii neHTp 310poBbs nerein» PAMH.

KoraykoBa Haranbs IlaBioBHa- [OKTOp MEIUIMHCKUX Hayk, mnpodeccop
kadenpel rocnutaibHOM mneauarpuun  Nel T'ocynmapcCTBEHHOro  OFOJIKETHOTO
00pa30BaTENbHOTO YUYPEKICHUS BBICIIETO MPO(PECCUOHANIBHOIO 00pa30BaHUs
«Poccuiickuii HalMOHAJIBHBIA MCCIEIOBATENBCKUA MEIUIIMHCKUA YHUBEPCUTET
uM.H.W.ITuporosa»

Beaymee  yupexagenume —  «PocCCHHCKHMII — KAapJIHOJOTMYECKUHA  HAYYHO-
IIPOM3BOACTBEHHBIM KOMIUIEKC» MuUHUCTEpCTBA 3ApaBooxpaHeHus Poccuiickon
denepanuun

3ammuTa quccepranuu coctoutcs «27» urons 2014 roga B «14.00» yacos, Ha
3aceganuu [uccepraunonnoro Cosera /[ 001.015.01 no 3amuTe qucceprauuii npu
OI'bY «Hayunom Llentpe cepaeuno-cocyauctoit xupypruu uMm. A.H. bakynesa»
PAMH (121552, Mockga, Py6nesckoe mocce, 1. 135, kondepenir-zan Ne 2).

C nuccepTtaiueil MOKHO O3HaKOMHUThCsI B Oubimotexke PI'bY «Hayunoro
Lentpa cepaeuno-cocyaucron xupypruu uM. A.H. bakynesa» PAMH.
ABTtopedepat pazocnan «26» mast 2014 r.

Yuenblii cekperapsb Jduccepranmuonnoro CoBera,
JTOKTOP MEAULIMHCKUX HAYK JIL.II. T'a3u3oBa



AKTYaJIbHOCTBH NIP00JIeMBbI.

C cepenunbl 20 Beka JeTCKasi KapAUOXUPYPrus MpuoOpeTaeT HOBBIA BUTOK
pa3BUTHSL U TeMIbl OKazaHus nomomu. OaHaKO TpU  KaueCTBEHHOMU
CBOCBPEMEHHOW XUPYPTUYECKOW KOPPEKIMH BPOXKIACHHOTO TIOpPOKa Cepala,
MPOTHO3 IS JANbHEHIICH JKU3HEACATCIIBHOCTA MOXET OBITh OIpeaesicH
COUETAaHWEM COIYTCTBYIOMIEH TUCHYHKIIMU OpraHOB M cucteM. K dakropam
OTIEPAIIMOHHOTO PUCKA OTHOCHUTCS dKCTpaKapauaabHas MaToJOTHs, BCTpedyaeMas y
30% nereii ¢ BpoxaeHHbIMU Topokamu cepaua [Jlesuenko E.I'., Jlobauesa I'.B.,

apeikua A.C., Berry G.J., Chang R.K.].

DKcTpakapuaibHas matoyiorus («exstra» (JaT.) - «BHE», «BHEIIHUN») -
cToMKasi AUCHYHKIUS OPTaHOB U CUCTEM, UMEIOIIas KaK KIMHUYECKOEe, TaK W/UIn
71a00paTOPHO-UHCTPYMEHTAIBHOE TPOSIBICHUE, BBIABISAIOMIAACS IPU HAJIUYHUH
BepU(UIIMPOBAHHON OPraHUYECKON MATOJIOTUU CEepJIla,  BIHUSIONIAS HA MPOTHO3
€€ TeUeHUsl WIM XUPYpPruyecko Koppekiuu. [Ionck AMarHoCTHYECKH 3HAYUMBIX
MPEUKTOPOB PA3BUTHSI HAMOOJIEE TUMHYHBIX OCJIOKHEHUM, SIBJISICTCS Ba)KHBIM
MOMEHTOM IPEIONEPATMOHHON TOATOTOBKY MAllUEHTA.

['unepreH3noHHO-THApPOLIEpATbHBIA  CHHIPOM W HEWPOIHIOKPUHHAs
nuc(yHKIMsI- HanOoJIee YacThie MaTOJOTUUECKUE COCTOSIHUS, MaHU(ECTUPYIOLINE
B paHHEM JETCKOM BO3pacTe, SBISIOTCS MOCIEACTBUSIMU IEPUHATAIBHOTO
MIIEMUYECKU-TUTIOKCUYECKOTO TopaxkeHus. McKkyccTBeHHOE KpOBOOOpalieHue 3a
CUYET TUNEPNPOAYKIIMH LEPEOPOCTUHATIBLHON KUAKOCTH Ha (hOHE TOBBIIIIEHHOTO
IIEHTpaJbHOrO0 BeHo3Horo aamienus [Johanson C.E., Tarnaris A.] u usmeHeHuit
COCYIUCTOr0 TOHYCa, a TaKK€ OTHOCUTEIbHOW OKKIIIO3UM OTTOKA 3a CUET OTeKa
MAaXWUOHOBBIX TPAHYJSIUNA TAyTHHHOM OOOJOYKM 3aKOHOMEPHO TMPUBOJIUT K
M3MEHEHHUIO JIMKBOPOAMHAMUKHU. B ciyuasx ¢ ucxoaHoi runaponedanueit Ha hone
CHIKEHHSI TOJATIMBOCTH BHYTPUUYEPENHBIX CTPYKTYp, 3a CUET HCXOIHOTO
MHTEPCTULIMATIBHOTO OTEKa, pPa3BUTUS Ba30T€HHOTO, 3a CYET NOBPEKIACHUS

reMaTodHIEePaTNIecKoro Oaprepa, WM IIMTOTOKCHYECKOTO OTEKa, IPOBEICHHUE



HCKYCCTBEHHOTO KPOBOOOpAIIEHUS COIMPOBOXAAECTCA MPOTPECCHUBHBIM POCTOM
BY/l c¢ pa3BuTMeM COOTBETCTBYIOIIEW KIMHUYECKOW KapTHUHBIL. BbICOKas
KOHIIEHTpAIUsl IUTOKUHOB ¥ UHTEPJIIEUKUHOB, 00YCIOBIICHHAS] BPEMEHEM HIIIEMHUU
muokapna u MK-3aBucumoit sH10TeNManbHON AUCPYHKIUEH, a TAKKE CTUMYJIISLINS
nepudepruueckux 0apopelenTopoB, MNPUBOAUT K AaKTUBALUU  BBIPAOOTKH
Ba30MpECCUHA U MOCIEAYIOIIEMY YBEIINYEHUIO KOHIICHTpAIuu
aapeHokopTukoTporHoro TopmoHa (AKTI). BosnukHOBeHHE pedirekTopHOTO
YBEJIMYEHHUS TJIa3MEHHON KOHIICHTPALUU KOPTUKOUIHBIX TOPMOHOB CIIOCOOCTBYET
(GopMUPOBaHHUIO AJEKBATHOTO COCYIUCTOr0 o0ecredeHus cTpeccoBoil peakiuu. C
JIpYrol CTOPOHBI, B MOMEHT 3KCTPEHHOH ajanTaluu 4Ype3MepHas BbIpaOOTKa
peHHHA, TNPUBOAUT K OOpa3oBaHHUIO aHTHOTeH3UHA-II, BBICBOOOXKIEHHUIO
KaTEXOJJAMUHOB W3 AaKCOHOB CHUMIIATHYECKHMX HEUPOHOB, YTO B CBOIO OYEpE.b
BBI3BIBACT JIONOJHUTEIBHYI0 CHMIATUYECKYIO AaKTUBALMIO. MHOXECTBEHHOE
NeprUHaTalIbHOE MOBPEXKIEHUE HEHMPOHANBHOW TKaHHW OOYyCIIaBIMBAET HApYILICHHUE
MIPOLIECCOB MPOBEJACHUSI HMITyJibCa, OOpa30BaHUA M OTTOKa JUM(BI, a TaKke
CTOMKON  HEWpPOIHIOKpUHHON nuchynknuu. B oTBer Ha  BO3aelcTBHE
XUPYPrUYECKOr0 BMEIIATENbCTBA B POJU CTPECCOBOrO (hakTopa, pa3BUBAETCS
CTOMKAsl JIEKOMIICHCALUS HEHMPOIHIOKPUHHOIO PEryJIMpOBaHUsA, NPUBOAAIIAA K
HEa/JIeKBaTHOMY aJpEeHEPru4eckoMy OOeCIeYeHUI0 CUCTEMHOM I'€MOJUHAMUKHU.
N3MeHeHns KOHUEHTpaluud KOPTUKOWIHBIX TOPMOHOB SIBIIAIOTCA IOKa3aTeIeM
CKPBITOM PHIOKPUHHON NUCHYHKIUHU, UMEIOUIMM MPOrHOCTUYECKOE 3HAUYEHUE B

CTETMEeHN YCTOMYHUBOCTU K CTPECCOBOMY (haKTOpYy.

B oTaeneHun Xupypruueckoro JICUCHHS BPOXKICHHBIX IOPOKOB cepila y
nereit panHero Bo3pacta ®I'bY HI[ CCX uMm. A.H. bakynesa PAMH nHakomieH
3HAQYUTEJIBHBIN ONBIT JICUCHUS MAIMEHTOB C COYETAaHMEM IOpoKa cepiala ¢
COMYTCTBYIOIIEH MaTOJOTHEH OpraHoB W cucTeM. OTCyTCTBHE OOIIETPUHSATHIX
aQJTOPUTMOB  JIMArHOCTUYECKOIO0 IIOMCKA TMPEAUMKTOPOB PAa3BUTHS  PaHHUX

OCJ'IO)KHCHPIﬁ, OomnpcAcCanin OCJb U 3aga4i HACTOAIICTO UCCIICIOBAHUS.



Heabi0 1aHHOH padOTHI ABJISIETCH:

Omnpenenenue poiu 3kcTpakapauanbHoil maronoruu (IKII) y nerelr panHero
BO3pacTa C BPOXKICHHBIMU MOPOKAMU Cepila, Kak (akTopa, 00yCIaBIMBAIOIIETO

IIPOTHO3 XUPYPTHUUECKON KOPPEKLIHH.
J1A JoCTHKEHUS JAHHOM LeJIM NPeAIoJiaraercs peleHue caeAyoummx 3a1a4:

1. [IpoBecTn aHalW3 HMCXOAHOTO COCTOSIHHMS MAIlMEHTOB PAHHEIro JETCKOTO
BO3pacTa C BPOXKJACHHBIM MOPOKOM CEpAlla B COYETAHUM C DKCTpaKapIUAIbHOU

IaTOJIOTHUEH OpraHoOB U CUCTCM;

2. H3yunTh HENOCPEACTBEHHBIE PE3YNbTATBl XHPYPTHUECKOTO JICYEHUS
BPOXKICHHOTO IIOpOKa cepauna y JeTed paHHEro Bo3pacTa ¢ HaauyueM

SKCTpaKapI[I/IaHBHOﬁ IMaTOJIOTUH OPraHOB U CUCTCM;,

3. Ha ocHoBaHMM TNOJY4YEHHBIX JAHHBIX OIPENEIUTh KIMHUYECKUE U
1a00pPaTOPHO-TUArHOCTUYECKHUE PEIUKTOPHI pa3BUTHUSA paHHHUX

IMOCTOIICPATMOHHBIX OCJIOKHECHUM Y HalUCHTOB II&HHOI?I T'PYIIIIBI.

4. Ha ocHOBaHMM TOJIyYEHHBIX PE3YJBTATOB  CO31aTh  AJTOPUTM
KApIHUOJIOTUYECKOM TAKTUKHA MPEIONECPALlMOHHON IIOArOTOBKM IIAIIUEHTOB C

HaJMYHMEM MMAaTOJIOTUYECKOTO IKCTPaKapAUaIbHOIO cyOcTpara.

HayuyHnast HOBU3HA

Hannas paboTta 1O  KOMIUIGKCHOMY  HCCJEIOBAHUIO  PE3YyJbTaTOB
XUPYPTUYECKOTO  JIEUEHUs  BPOXKICHHBIX  I[OPOKOB B COYETAHUU  C
AKCTpaKapAUaIbHOW MATOJIOTUEN Y JIETE PaHHETO BO3PACTa, BHINIOJHEHA BIICPBbBIC
B Poccum. Ompenenena ydactora BCTPEYAEMOCTH IATOJOTHH, COIYTCTBYIOIIEH
BPOXKJIEHHOMY TIOPOKY CEp/IIia, MIPOBEICH aHAIN3 OCOOCHHOCTEH TEUCHUS PAHHETO
MOCJICONEPALIMOHHOIO TepUoJa sl MalUEeHTOB C HaJU4YheM MPeMOpPOUHOTO
doHa, ompeneNeHbl NPEAUKTOPHl  Pa3BUTHS PAHHUX  MOCTOMEPAIIMOHHBIX

ocnoxxaeHuit. CopMynupoBaH MpeaonepauoHHbI AITOPUTM THATHOCTHIECKOTO



oOciieoBaHUsl MALIMEHTOB JAaHHOM BO3PACTHOW TPYMIbI, OMpeneiaeHbl (aKTOPHI
pUCKa BBINOJHEHUS! XHUPYPTHYECKOTO JIEUEHHMS CO CTOPOHBI COITYTCTBYIOLIETO
3abonieBanus.  IlpencraBneHa  SJ€KTpOHHAs ~ cUCTeEMa  CTpaTU(UKALUU

XUPYPru4eCKOro pHUCKa.
IIpakTH4Yeckas HEHHOCTh MCCJIeJOBAHNUSA

Ha ocHOBaHMM TPOBENEHHOTO HCCIEIOBAaHUS aBTOPOM C(HOPMUPOBAHBI
IPYIIBI PUCKA PA3BUTHUS PAHHUX IOCIIEONEPALMOHHBIX OCJIOKHEHHM, TOKA3aHO
ydacTue, a TakKe MPUBEJICHO HaydHOEe OOOCHOBAHHUE POJIM HATPUMYPETHUYECKOTO
IENTHIA B PEryJSLUU AaTOJOTHUYECKON JTUMKBOPOAMHAMMKH, TOKA3aHO 3HAYCHHE
YPOBHSI KOPTUKOCTEPOHEMHH B MPOTHO3WPOBAHUM PAHHUX IMOCTONEPALMOHHBIX
OCJIOXKHEHHM. O603HaueHHbBIE IIPEAUKTOPEI XUPYPrUYECKOro pHUcKa
CTPYKTYPUPOBAHBI B 3JIEKTPOHHYIO CUCTEMY IpPEIONEPAlIMOHHON CTpaTU(UKALIIH

XUPYPruYECKOrO PHUCKA.
OCHOBHBIE M0JI02KEHN I, BBIHOCHMbIE HA 3AIUTY

o Y nmerell paHHEro BO3pacTa € BPOXKACHHBIMM IOPOKAMHU  CEpJLa
AKCTpaKapAuadbHas MMaToJOTHs BeTpevyaeTcs ¢ yactotoil 14,8%, maronorus
IIEHTPaJbHOH  HEPBHOM  CHUCTEeMBI-6,5%  HaOmIOJCHUHN,  IATOJOTHS
IbIXaTeIbHOW cucTeMbl- 1,4% ciiydaeB, MaToJOTHUs MOYEBBIACIUTEIBHOU
cuctemsbl-1,0%, nareHtHbie (HOPMBI BHYTPUYTPOOHOTO HHOHUIIMPOBAHUS -

1,2%, reaerndeckas natoJiorus -B 4,7% HaOII01aeMbIX TALIMCHTOB.

o B panHemM mnocrmeonepalmoHHOM TMEPHUOJE€ MAIMEHTHI C BPOXKIACHHBIM
IIOPOKOM CEpJlla B COYETAaHMHU C OKCTPAKapAHAIbHOW IIaTOJIOTHEN
HYXJAI0TCSI B MPUMEHEHUH JIOCTOBEPHO OOJBIINX 03 KapAUOTOHHYECKOMN
MOJACPKKH, B O0Jiee IITUTETLHOM MPOBEICHUN UCKYCCTBEHHOW BEHTUJISLIUU
JIETKUX, WHTEHCUBHOW TEpaluM, JJINTEIBHOM CTAlMOHAPHOM JICYEHHH,
XapaKTEepU30BaIMCh  0Oo0Jiee  BBICOKMM  IOKa3aTelieM  TOCIUTAIbHON

JICTAJIBHOCTH.



o Hannuwme y manmeHTOB ¢ BPOKIECHHBIM IIOPOKOM CEpALA COMYTCTBYIOLIHUX
JUKBOPOAMHAMHYECKUX HApYIICHW, MOBbImIeHue uHAekca BJ[Y/mnomans
IOBEpXHOCTH Tena nanueHTa Oosee 200  cOmpshKEHO  UIMTEIbHBIM

IMPOBCACHUECM WHTCHCHUBHOU TCparin U CTAHMOHAPHBIM JICHCHHUCM.

o YpoBeHb HaTpuUHypeTHUecKoro rmentupa Oosee 135 HI/Mi  sBisercs
OPEAUKTOPOM  PAa3BUTHS  JIMKBOPOJWHAMHYECKUX HApPYIICHUH, THIO-
TUIIEPKOPTUKOCTEPOHEMHS, a  Takke  KOMIIGHCHUPOBaHHbIE  (OPMBI
TUIIOTUPEO3a COMPOBOXKIAIOTCS OOJiee YacTbiM Pa3BUTUEM pPaHHUX
MOCJIEONEPALIMOHHBIX ~ OCJIOKHEHHM H  JJIIUTEIBHOTO  CTAallMOHAPHOIO

JICUCHUS.
Peanuzanus PeE3YIAbTATOB UCCIIECI0BAHUA

Hay4Hnble moioxeHus: U mpakTUYeCKue peKoMeHaauu, chopMyIMpOBaHHbIE
B JHMCCEPTAallMy, BHEAPEHBbl B KIMHUYECKYIO MPAKTUKY U TPUMEHSIOTCS B
OTJACJICHUSX: XUPYPTUUECKOTO JIEUEHUS! BPOXKICHHBIX MOPOKOB cepAala y AeTei
panHero Bo3pacta, ®I'BY HI[ CCX um. A.H. bakynesa PAMH. Pe3ynbraThl
HACTOSAIIETO MCCIIEA0BaHUS MOTYT OBITh UCIIOJIb30BAHbl B KIMHUYECKON MPAKTUKE

KapAUOXUPYPrUUECKUX U KapAUOJIOrnuecKkux eHTpoB Poccuiickon denepanuu.

AnpoOauusi padoThbl
Marepuainbl 1uccepTaliuu 10JI0KEeHbI U 00CykaeHbl 16 ssuBapst 2013 roga Ha
00BbeIMHEHHON KOH(PEPEHIINHN OTICICHHS] XUPYPTUUECKOTO JICUECHUST BPOXKICHHBIX
MOPOKOB CEPJILIAa Y JIETel paHHETO BO3PACTa, HEOTIONKHOU XUPYPTUU BPOKACHHBIX
IIOPOKOB CEpPJLA y JeTEel paHHEro BO3pacTa, OTIEJICHUS XUPYPTrUYECKOTO JIEYEHUS
BPOXKJIEHHBIX TOPOKOB CepAlla y JeTeld CTapliero BO3pacTa, OTIEICHUS
peaHnMaIMi ¥ WHTEHCUBHOU Tepanuu. [lo Teme muccepranuu omyOiMkoBaHo 16

MeYaTHBIX paboT, U3 HUX 9 B IIEHTPAIILHON TIEYaTH.



O0béM u cTpyKTypa padoTsl

Jluccepranus HanmMcaHa Ha PyCCKOM si3bIke Ha 178 nmcTax MammHOMMCHOTO
TEKCTa, COCTOMT W3 BBEACHUA, 4 TIJaB, 3aKIKOYEHUS, BBIBOJOB, NPAKTHYECKHUX
PEKOMEHAAUMH, PUIIOKEHUN U CIIMCKA JuTepaTypbl. MImocTpaTuBHbIN MaTepral
npenctasieH 17 Tabauuamu u 12 pucynkamu. Criucok aurepaTypsl BKiIrodaer 157
HMCTOYHUKOB, U3 HUX 38 oTeuecTBEHHBIX U 119 3apyOeKHBIX aBTOPOB.

OcHoOBHOe coaepxkanue padoTbl

B rnaBe «BBeneHne», Ha OCHOBAHMM KPATKOTO HM3JIOKEHHS AKTYaJIbHOCTH
npo0sieMbl, cHOPMYITHPOBAHBI LENb U 33]]a41 MIPEICTaBICHHON pabOoThI.

I'nmaBa «O030p nuTEpaTYphl» — U3T0KEHA HAa 46 CTpaHUIIAX MAIIMHOIIMCHOTO
Tekcra. Jlana mnonHas uHGOpMaLKs O COBPEMEHHOM COCTOSIHUM BOIIPOCA,
MOAPOOHO M3JI0KEH HMCTOPUYECKUN AacleKT CTpaTU(PUKALUU XHUPYPrUYECKOTO
pUCKa B JETCKOM KapAUOXHUPYpPruueckol mnpakTtuke. I[IpoaHanu3upoBaHHBI
BOMNPOCHl BIIMSHUS TYMOPAJIbHBIX PETYJISITOPOB (B YaCTHOCTH TOPMOHAJIBHOTO
CTaTyca MalueHTa, YPOBHS KOPTUKOCTEPOHEMHH, HATPUIYPETHUECKOrO IMENTH/IA)
Ha TEYEHUE PAHHETO IIOCTOIEPAMOHHOIO IEPHOJA, OIPEICIIEHBl KPUTEpUH,
MO3BOJISOIIKE BBIIOJHUTD MPEAONEPAMOHHBINA TPOTHO3.

B rmaBe «KnmHMuYeckas XapakTEpUCTHKA IMALMEHTOB M METOJbI
UCCJIEIOBAHUS», W3J0KEHHOM Ha 24 CTpaHMIAX, BBIIOJHEHA KIMHUYECKas
XapaKTEpPUCTHKA NAlMEHTOB OCHOBHOM M KOHTPOJBHOM TIpynmbl HaOMIOACHUS.
IIpoBeneHa OLIEHKAa KIMHAYECKOIO CTAaTyca IIallMEHTOB B 3aBUCUMOCTH OT
UCXOJIHBIX (OpPM COMYTCTBYIOIIMX 3a00JIEBAHMM, OXapaKTEpPHU30BaHbl BCE
COBPEMEHHBIE METObI UCCIEAOBAHMS.

B rmaBe «Pe3ynpTaThl XUPYpPru4ecKoro JEYEHHUS BPOXKIACHHBIX MOPOKOB
cepilla B COYETAHMM C OJKCTpaKkapAUAIbHOM MAaTOJOTHEe» B  KadyecTBe
WUTIOCTpAIM TIpeACTaBiIeHbl 8§ pucyHKOB W 11 Tabmum. ['maBa mocBsieHa
TUIATEJIBHOMY — aHAJIM3y HEMOCPEACTBEHHBIX PE3YyIbTaTOB XHUPYPrUUYECKOTO
JEYeHUs] TMAalKUEeHTOB C COYETAHMEM BPOXKIEHHOTO TOpOKa cepiaua u

dKCTpakapauanbHO martosoruu. OmnpeneneHa YacToTa TUIIOCTEIU(DUISCKUX



OCJIO’)KHEHHM, BBINOJHEHA OLEHKA TOCIHUTAIBHOM JIETAIBbHOCTH. Bnepsbie
ONPE/ICICHO KOMIIEHCATOPHOE MOBBIIIEHHOE KOHIIEHTPAIUU HATPUUYPETUUECKOTO
nenTuja y TMalUeHTOB C TMaroyiorueil JukBopoauHamuku. Iloka3zaHa podb
TUMIEPKOPTUKOCTEPOHEMUN B PAa3BUTUM PAHHUX HAPYUIEHUM TIeMOJUHAMHUKU
MOCTOIEPAIMOHHOr0 mnepuoAa. B o0oux ciydasx ompeneneHbl KOJUYECTBEHHBIE
KPUTEPHUH OLEHKH.

B rmaBe «OOCyxleHHE TOJYYEHHBIX pPE3yJbTaTOB» aKIIEHTUPOBAHHO
BHUMAaHHME Ha BONpPOCaXx I[IOKa3aHUW K MPOBEJACHUIO  JIOMOJHUTEIHLHOTO
JMArHOCTUYECKOTO 0OCIIeIOBaHNS MAI[MEHTOB C HAJMYKMEM MPeMOpOUAHOrO (oHa,
MPUYUHAX PA3BUTHUSI PAHHUX OCJIOKHEHUM MPU OTAEIBHBIX Popmax 3a00JieBaHUH,
BOIIPOCAaxX MPOBEACHUSA MPUBEHTHUBHON TPOMHOM TEpanuy C LEJIbI0 MUHUMHU3ALUN
XUPYPrUYECKOT0  pUCKAa. B JaHHOW TJlaB€  HCCIENOBATENb  MPOBOJMT
COTOCTABJICHUE JAHHBIX, TMOJYUYEHHBIX B pE3YyJbTaTe BBIMOJHEHHOM paboTHI C
JUTEPATyPHBIMHU.

3aKiI0YeHue  OpelacTaBiAeT  coboil pedepaTMBHOE — HU3IIOKEHHE
OCHOBOTOJIAralOIINX MOMEHTOB AUCCEPTALIUH.

BrIBO/IBI OTpa)katOT OCHOBHBIE PE3YJIbTaThl BBIMOJHEHHOTO HUCCIIEI0BaHUs,
COOTBETCTBYIOT IOCTaBJIECHHBIM 3a/1a4aM.

MeToabl HCCIEIOBAHNS U KINHUYECKAsl XapaKTePUCTHKA 001bHBIX.

B pabGore mpeacrtaBieH —aHaiIU3  pe3yibTaTOB  OOCIENOBaHUS U
xupyprudyeckoro JieueHus 240 manueHToB B BO3pacTe OT roja 10 TpeX JIeT,
onepupoBanHbix B HIICCX um. A.H.bakynesa PAMH c¢ 2008 mo 2010 rox mo
MOBOJY BPOXAEHHOTO MOpoKa cepaua. /{u3aifH uccienoBanus NOCTPOEH MO CXEME
«CITy4aii-KoHTpOoJIbY. OCHOBHYIO Tpynmy HaOmroaeHus cocTaBuin 120 yenoBek C
HaJU4YMEM BPOXKIEHHOTO MOpPOKAa cepaua B COYETAaHUMM C HKCTpaKapAualbHOU
narosiorueii. KoHTponbHOE HaOMI0/IeHNE TIPOBEICHO Ha BhIOOpKE M3 120 uenoBek
0e3 KIMHUYECKUX H JabOpaTOPHO-MHTPYMEHTAIBHBIX MPU3HAKOB COYETAHHOUN
MaTOJIOTHHU. ['pynmbel OBLIM  COMOCTaBUMBI MO  JieMorpaduueckuMm

XapaKTepUCTUKAM, TSKECTU MATOJOTHH CEpACYHO-cOCyaucToi cuctemsl (p=0,434)



M YCIOBUSIM  BBIIOJHAEMOro  xupypruueckoro  jedenus  (p=0,106).
AHnTponoMerpuyeckue mnapamerpbsl Obutn  paszauuHbiMuA  (p=0,001), yuuThIBas
npeMopOuAHbIA (OH MalMEHTOB OCHOBHOW TPYyMIbl HAONIOACHMS, CTPYKTypa
BPOXKJICHHBIX TIOPOKOB  CE€pAlla COOTBETCTBOBAJIA  OJWHAKOBOW  TSKECTU
BhINOJIHsIeMOl kKoppekuuu (Aristotel-Score, p=0,781).

K mnpemopouaHomy ¢GoHYy OBUITM OTHECEHBI TEHETHYEeCKHE 3a00JieBaHMS,
MAaTOJIOTHSI LEHTPAJIbHOM HEPBHOM CUCTEMbI B BHJE€ T'HIEPTEH3UOHHO-
ruiponieaqbHOTO CHUHIPOMAa U CTPYKTYPHBIX Maibhopmaiuii, HMEIOIIHNX
KJIIMHAYECKOE TMpOSBJIEHUE B BHJE€ HAPYIICHWH JIMKBOPOJWHAMUKH; OO0JIE3HU
OpraHOB JbIXaHUs B BHJIE€ YACThIX 3MH30/10B OPOHXOOOCTPYKIMHM B aHAMHE3E;
CTPYKTYpHBIE MaslbhopMallud MOYEBBIICIUTEILHON CHCTEMBbI 0€3 HapyLIeHUs
BBIJICTUTEILHON (PYyHKIMM, a Takxke nepcuctupyromue Gopmer BYU, xoropsie
ObLIM PaclICHEHbI KaK MOJMCUCTEMHbBIE TTOPAXKEHHUS.

B noarpynmy nanueHToB ¢ MaTOJOTHEN IEHTpaJIbHOW HEPBHOM cuctemsl (53
YeJI0BeKa) ObUIM OTHECEHBI AETH C HAJIMYUEM HapyIICHUW JTUKBOPOJIMHAMUKU BHE
3aBHCHUMOCTH OT UCXOJIHOTO OPTaHUYEeCKOro cyocTpaTa.

K noarpymnmne nanueHTOB ¢ maTojiornei opraHoB JbixaHus (11 uenosek)
OTHECEHBbl JIeTM C YacThIMU OSIHU30/1aMU OPOHXOOOCTPYKTHBHOIO CHHIpOMA
(63,6%), ¢ aHaMHECTMYECKHM YyKa3aHMEM Ha MPOBEICHUE MPOJOHTMPOBAHHOMN
MCKYCCTBEHHOW BEHTHJIALIMM JIETKUX B MOCTHaTagbHOM niepuojie (36,4%). Ennnbim
MEXaHU3MOM MAaTOr€HETUYECKUX COOBITUN B JAHHOW MOJATPYMIE - MOBBIIIEHHYIO
CKJIIOHHOCTb K Pa3BUTHIO OpOHXOOOCTPYKTHBHOTO CHHApPOMA 3a  CYET
JUCIUIACTUYECKUX HM3MeHeHUH. [Ipu M3ydeHuM MCXOAHOro cTaryca MalUEHTOB C
HEe(POTHUECKONW TATOJIOTUEH, CHEKTP 3a00JIeBaHWM MPEACTABICH BPOXKICHHBIM
OJIHO-WJIM-JIBYXCTOPOHHHUM THApoHEeppo3oM 2-3 crenenu. Y 25% nerell ObLIO
BEPU(PUIIMPOBAHO  HAIMYME  YJBOCHHE  YalICYHO-JIOXaHOYHOH  CHUCTEMBI,
GUIBTpAIIMOHHO-BRIICTUTEbHAS (YYHKIIHS ObLTa KOMIICHCHPOBaHA.

B noarpynnme manMeHTOoB ¢ MpPU3HAKaMU  BHYTPUYTPOOHOTO

uHUIIpoBaHus 0000IEHBI MAITUIEHTHI, UMEIOIINE AHAMHECTUYECKUE YKa3aHUs Ha
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yIpo3y AaHHOTO WHQUIIMPOBAHUS, a TAK)KE HMEIOIINE TOJOKUTEIbHBIN THUTP
UMMYyHOTJIOTYIMHOB G K B030yauTemto. MukoruiasMeHHOe HWH(UIUPOBAHKE
HaOmonanock B 30% ciywaeB, nuroMerajgoBupycHoe- B 20%, XJIaMUIUWHOE
uHpunuposanue —y 50% namnueHToB.

I'pynna gereil ¢ reHeTUYeCKOM MaTOJIOTHEN COCTOsUIa U3 38 MalMeHTOB,
crekTp 3aboJjieBaHuil ObLT mpejcTaBieH OonesHbio JlayHa (50%); cunapomom
VYinepuxa-Hynan  (5,4%); VACTERL-assotiation  (5,4%);  cunapomoMm
[epemenckoro-TepHepa (2,6%); cunapomom Cwmwurta-Jlesu —Omuma (2,6%). B
ocTalbHBIX 34% HaOJIOACHUN BBIMOJHEHA OIICHKA MHAEKCA CTUTMAIlMU COTJIacHO
tabmuiam JI.O.bamansHa, maTOJOTHYECKHM CYWTANOCh 3HAadeHUE Oojee b0
pPaBHOE TPEM.

JInst  BBISBIIGHHS TMPOTHOCTUYECKH 3HAYUMBIX MPEIUKTOPOB  Pa3BUTHUSA
MOCTONEPAIIMOHHBIX OCJIIOKHEHHI, BCE MAI[MEHTHI, BKIFOUEHHBIE B HUCCIICIOBAHUE
IpPEACTABIICHbI, KaK OJTHOPOJIHAsI KOTrOpTa.

Pe3yabTaThl XHPYPru4ecKoro JiedUeHusi BPOKJAEeHHbIX OPOKOB cepala B
COYETAHUM C IKCTPAKAPAMAJIBLHOM MaTOJIOrHel

TeueHne paHHEro MOCICONEPANMOHHOTO MEPUOJIa MPOAHATIU3UPOBAHO y 120
NAlKUEHTOB, MEPEHECIINX KOPPEKIIUIO BPOKAECHHOTO MOPOKa cep/ilia MPU HATUIUHU
AKCTpaKapAuaIbHON maTtojaoruu B 120 4enoBeK ¢ OTCYTCTBHEM IMPEMOPOUIHOTO
¢ona, yto coorBercTBOBasIO 100%-M HAOMIOJEHUH OCHOBHOM M KOHTPOJIBHOM
rpynm. Cpenu oOimied MmomynsivK TMAaIlMeHTOB PAaHHETO JETCKOTO BO3pacra ¢
BPOXKJACHHBIMU  TOpOKaMu  cepana (Kak MOHOKOMIIOHEHTHBIMU, TaK U
KOMOMHUPOBAHHBIMHU) OMPE/ICJICHa YacTOTa BCTPEUAEMOCTH JKCTpakapauaibHOU
natojiorud, Kotopas coctaBuia 14,8%. JlaHHBIM mMoOKa3aTellb COOTHOCHUM C
JAHHBIMH KaK POCCUIICKOM, TaK U 3apyO0eKHOM IUTepaTyphl.

KapaunoTronnuecknii HHAEKC B TPyIIE JETEH C 3KCTPAKAPAUAIBHON
natosorueit mpu BIIC coctaBun 7,4+0,3 wmxkr/kr/mun [4,0...19,0]; B rpynme
koHTposs 6,6+0,3 Mkr/kr/mun [3,0...16,0]; u OBLT JOCTOBEPHO PpPa3TUYHBIM

(p=0,044). IIpu »TOM NOpHU3HAKK BBIPAXKEHHON CEpPJIEUHONM HEJOCTATOUYHOCTU C
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00BEMOM KapUOTOHUYECKON MOAAEPKKHU BbIlie 10 MKI/Kr/MHH., OTMEUYaIuCh y 37
nanueHToB (30,8%) ocHoBHOM rpynmbl U 22 naunueHToB (18,3%) rpymibl
KOHTpOJs. JleTh ¢ HaluyueM COIMyTCTBYIOUIMX 3a00JeBaHUN HYXKJAIUCh B
npumeHenun MIBJI B teuenue ot 4 1o 856 yacos, [Me=42 yaca], npu OTCyTCTBUU
npemopouaHoro ¢ona - or 4 no 12 gacos, [Me=14 yacoB]. Ilpu coderanuu
BPOXKJIGHHOTO TIOPOKa CepAlla C DKCTpaKapAHAIbHONW NaTOJOTUEH CpeaHss
MaKCUMAaJIbHasi  MPOJOKUTENIBHOCTh  MCKYCCTBEHHOM  BEHTWJIALIMU  JIETKUX
HaOmomanach y JeTedl ¢ MCXOAHOM TATOJIOTMEH JbIXaTeIbHOW CHUCTEMBI
116,9+43,9 [4...432], B 36,4% cnydaeB (4-X MaIlMEHTOB) MPOAOIKUTEILHOCTh
HMCKYCCTBEHHOW BEHTWJISILIMM JIETKUX MpeBbicuia 10 cyTok.

O6mmuit o6bem Tpanccymaruu (OOT) ompenensics CyMMON €KeCYyTOYHOM
TPAaHCCYyZAlMH 3a BCE BPEMs HAaXOXJACHUS B CTallMOHAape. B oCHOBHOW Tpymie
HaOIIOJICHUST JTaHHBIA TOKa3areiab ObLT paBeH 24,6+£2,8MII/KT M OTIMYAICS OT
rpynmsl KoHTpodist 14,2423 mu/kr ¢ noctoBepHoit 3HaunMocTtbio (p=0,005). bonee
BBICOKHI 00BEM TpaHCCyAalluy ObLT XapaKTepeH Kak Il KOMOMHUPOBAHHBIX, TaK
U JIJI1 MOHOKOMIIOHEHTHBIX (DOpPM BPOXKICHHBIX MOPOKOB cepima. B ocHoBHOIM
rpynmne HaOJIoJAeHusT 00beM AUypeTHYecKod Tepanuu coctaBui 1,53+0,2Mr/kr
dypocemuaa [0,0...1,6 mr/kr]; B rpymme kontpois 0,81+0,Imr/xr [0,0...0,8
MT/KT], ToKa3aTeau OblId JocTOBEepHO pa3inudHbl (p=0,001).

OC0XXHEHHBIN TMOCTICONEpallMOHHbBIN Mepuoj; HaOMAaJICsi B  OCHOBHOM
rpynne y 95 namuentoB (79,2%). Beayiiee MecTo cpey OCJIOKHEHUN 3aHMMAalia
cepaeuHasi HegoctaTouHoCTh — 37 nereit (30,8%); HEBPOJIOTHYECKHUE OCTIOKHEHUS
- y 25 nartuenTtoB (20,8%). Cpeau naiueHTOB KOHTPOJBHOU TPYMIbI OCTI0KHEHHOE
TE€YEHHE TI0CJICONIEPAIMOHHOTO TIeproaa OblIo orpeencHo B 34 ciydasax (28,3%).
CpokM HaxOXXJICHHUS TMAIMEHTOB B OTACJIICHUM pEaHWMAIlMd U HWHTECHCHUBHOM
Tepanuu Obut  J0cTOBepHO pazimuuHbiMu  (p=0,001), B OCHOBHOW Tpymme
HaOmroAeHus BapbupoBaim oT 1 10 48 cytok; Me=1, B rpynme KoHTpoJist oT 1 10 6
cytok; Me=1. CpenHssi MpoJ0JKUTEIIBHOCTh CTAIIMOHAPHOTO JICYEHHUS MaIlMEHTOB

OCHOBHOM I'pYIIbl TakKe OTiIWYaiack ot rpynmsl kKoHtposs (p=0,001); nuanazon
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ot 2-x a0 50 aneil ; Me=9 B ocHOBHOW rpynne u oT 2-x 1o 26 nHei; Me=7 B
TpYyIIe KOHTPOJIS.

C 1enplo BBISBICHUS MPEAUKTOPOB PA3BUTHUS PAHHUX IOCIEONEPAMOHHBIX
OCJIO)KHEHHII BCE TAlMEHThl KaK OCHOBHOW, TaK M KOHTPOJIBHOW TPYIIIbI
Ha0MI0IeHHS OBbLITM 00BbETMHEHBI B €IMHYIO KOTOPTY, B KQUECTBE MPEANoaraeMbix
(akTOpoB pHCKa OLEHEHbl MapKephl NEPUHATAIBHOIO MOBpexacHus. MHaekc
CTUrMaluu, 00JIee UM PaBHBIA TPEM, a TAK)KE BBIPAKEHHAS! CTEIICHb TUIIOCTATypPhI
ABJSUIUCh 3HAYMMBIM MPEAUKTOPAMH TPOJIOHTUPOBAHHOIO JICUCHMS, KakK B
ycnoBusix OPUT (r=0,532; p=0,001; r=0,762; p=0,001), Tak u B cramuoHape
(r=0,560; p=0,001; r=0,517; p=0,001). Bce ocinoxHeHUs] UMEIN B3aUMOCBS3b C
MapKepaMu NEPEHECEHHOW WIIM K€ HACTOSIIEH TMIOKCEMHH: HU3Kas OLIEHKa MO
Armnrap U cucTeMHas TUIOKceMus oOyciiaBiuBaia yBenuueHue oowemMa KTU (r=-
0,672; p=0,001; r=-0,475; p=0,002), BpemeHH TPOBEACHUSA CTALMOHAPHOTO
nedenus (r=0,580; p=0,001 r=0,470; p=0,001). Ilpu >TOM aHAMHECTHYECKOE
yKa3aHHE Ha MPOBEICHUE JUTUTEIHHON NCKYCCTBEHHOW BEHTWIISIIIUU MOCTHATAIHHO
Takke KoppenupoBasio ¢ oosemom KTU (r=0,457; p=0,001), miuTenbHOCTHIO
Hacrosmen WBJI (r=0,436; p=0,001), mpoAOIKUTEILHOCTHIO CTallMOHAPHOU
tepanuu (r=0,564; p=0,001). Bonbmuit 00beM TpaHCcCyAallMK OBLT TPHUCYII]
nanpeHTam ¢ npusHakamu BYUW (r=0,327; p=0,002), runokcemmeit (r=0,481;
p=0,001). BayTpuyTpoOHble HH(PEKIMH TaKXKe SBISUIMCh NPEAUKTOPAMU
IpUMEHEHHUST OoJiee BBICOKMX J03 KapJAHOTOHMUYECKUX TpernaparoB (r=0,453;
p=0,001), mnposeaenuss mnposonruposannoit MBJI  (=0,397; p=0,002),
JUTUTEIBHOTO cTanioHapHoro Jieuenus (r=0,542; p=0,001).

dakTopbl, oOmpeaenseMble HaMHU, KakK MPOTHOCTUYECKH 3HAYUMBIC, OBLIU
00BbEIMHEHBI B CHUCTEMY CTpaTU(UKAIMU SKCTpaKapAuadbHOIO pUCKa «IKCTpa-
KAPJl». Pabore ¢ [maHHOW mporpaMMoOil OIICHKM pHUCKA JOCTymHA C
MCIIOJIh30BaHUEM JTI000T0 Opaysepa.

AHaJIN3 BIUSHUS MAaTOJOTUYECKON JTMKBOPOJMHAMUKHA HA YaCTOTY Pa3BUTHS

OCJIOKHEHUM PaHHCTO IIOCIICOIICPAlIMOHHOI'O IICpHOoJAa, II0OKa3aJl 3HAYUMOC
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yBenuuenne BpeMmeHu mpoBeneHuss WBJI (p=0,001) u neyeHus nanueHTOB B
ycanoBusix OPUT(p=0,02), npu naTosornyeckoM yBEJIMYEHUH KOPPETHPOBAHHOIO
BHYTPEHHETO JuameTpa ueperna (IO JaHHBIM HeWpocoHorpaduu): HHIEKC
B/IY/mnomaas moBepxHocTH Tena manueHta Oonee 200. ComoctaBiieHue
CPaBHHMBAEMbIX TPYIIl MO HMCXOJHOMY YPOBHIO HATPUHYyPETHUYECKOIO MENTUAA
BBISIBWIO IPEBAIMPOBAHUE €r0 3HAYEHUW B TPyNIEe C  OTATOIIEHHBIM
npemopouaaeM GoroM (291,0482,9 nir/mut Vs 53,0+14,0 nir/mur, p=0,015).

Yposenb B-HVYII nokasan 1ocTaTroyHo BBICOKOE IPEACKA3ATEIIbHOE 3HAUEHUE
Pa3BUTHSI HEBPOJIOTMYECKUX OCJOKHEHUN TOCJE OMNepanuil ¢ UCKYCCTBEHHBIM
KpoBooOpamenuem (mromanp mon kpuBod = 0,815, p=0,006). B xauectse
OpOTOBOr0 3HaueHusi omnpezaeneH ypoBeHb HVYII paBubiit 135 nr/mui, xoTOpbIit
CONPOBOXJANICA 00Jiee YacThIM pPa3BUTHEM HEBPOJIOTMYECKOM AUCHYHKIIUU B
rpynne aereit ¢ I'T'C- 87,5% 1o oTHomeHHI0 K HOpMaiabHbIM 3HaueHusiMm HVYII -
57% (p=0,0284).

JIns BceX MAIlMEHTOB BBHIMIOJHEHA OIICHKA HCXOJHOM KOPTUKOWAHOW U
TUPEOUTHON (PYHKIIMH, TUIIEPKOPTUKOCTEPOHEMHUSI BepU(DUIIMPOBAHA TPU YPOBHE
IJIa3MEHHOT0 KopTu3ona Oosiee 600 HMONB/J, runotupeos npu 3HadeHuu TTT
oonee 6,0 MkME/Mn, Ts- menee 3,8 mmouw/i, T4 -menee 12 nmmons/a. [Ipu paBHBIX
YCJIOBUSIX XUPYPTHUECKON KOPPEKLIUH YaCTOTa MOCJIEONEPALUOHHBIX OCIIOKHEHUN
coctaBuiia 32,4% npu Hanuuuu runepkoptuxkocreponemut ( 13,5% npencraBieHbl
moHokoMrnoHeHTHbIMU BIIC), mo otHomenuto k 8% st AeTeil ¢ HOPMaJIbHBIM
TOPMOHAJIBHBIM doHOM (p=0,001). AHanus TEYEHUS paHHETO
MOCJICONIEPAIMOHHOTO TIeproJa MOKa3al CTATUCTUYECKH 3HAYMMYIO KOPPEIISIIUIO
TUIIEPKOPTUKOCTEPOHEMHH C BEIMYMHON KapauoToHu4Yeckoro nuaekca (p=0,041),
MPOJIOJKATENBHOCTBIO ~ MCKYCCTBEHHOM — BeHTwWisiumu — Jerkux  (p=0,012),
KoJInuecTBOM AHel cranuoHapHoro jgedeHus: (p=0,001). Ilpu ncxomHom ypoBHE
KopTHu3oJja Beiie 600 HMOJIB/T YacTOTa HAOJIFOJaeMBIX OCIOKHEHHH BOo3pacTaja 10
57,6% (5=0,609; p=0,015). T'unepKOPTHKOCTEPOHEMHMS SBJISIIACh 3HAYMMBIM

MPEIUKTOPOM IPOBEICHHS y IMALMEHTOB NpoJioHrupoBanHou MBJI, mpumenenus
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BBICOKHX 103 KapAUOTOHUYECKOMN IOANEPKKH, JJIMUTEIBHOTO JIEYEHHUS B YCIOBHSX
otnenenuss OPUT, a Takke CTaAMOHAPHOTO JICYEHUS.

KivHnueckux mposiBICHUM TUMOTHPE03a, U (EHOTUITUYECKUX B YaCTHOCTH BO
BCEX CIIy4asiX Mbl HE HAOMIOAQIN. Y JaHHOW KaTErOpHH MMALIMEHTOB BO BCEX CIyYasx
Mbl HaOMIOAaIM TOTPEOHOCTh B 0OJiee BBICOKMX J103aX KapJAHOTOHUYECKOM
NOJJICPKKHU, OoJiee NIUTEIBHON JIEUEHHWE B YCIOBHSIX OTIEICHUS pEaHUMallUd U
CTallMOHApa.

O0cy:kn1eHue NMoJIy4eHHbIX pe3yJibTaTOB

[Ipu aHanM3e «IyTH» MALMEHTOB C HAIMYNUEM JKCTPaKapIUAIbHOW MaTOJIOIMU
OT MOMEHTa IIEPBUYHOM JMArHOCTUKH BPOXKICHHOIO IIOpOKa cepAua -0
KapAUOXUPYPrUUECKOrO CTAallMOHApa B HAIIEH CTPaHe, OCTAaHOBUMCS Ha JBYX
OCHOBHBIX, OTMEYEHHBIX HamH, MpodiseMax JieyeHus. llpu  Hamuuum
COIYTCTBYIOLLIEH MAaTOJOTMH, HEPEIKO NpeodiagaeT CTPEMJICHUE IEPBUYHO
KOPPUIMPOBATh [AaHHBIM IATOJOTMYECKUH IMIPOLIECC, YTO YIUIMHAET CPOKU 10
BBITIOJIHEHUS XUPYPTHUECKOTO JICYEHUS BPOKICHHOIO TIOPOKA CEPALA, IPUBOJINT K
IPOrPECCUPOBAHUIO0 HEJIOCTATOYHOCTH KPOBOOOpAIIEHHUS, PAa3BUTHUIO IPOLIECCOB
TUCTOJIOTUYECKHMX U MOp(}O-(QYHKIHMOHANBHBIX  M3MEHEHUH  MHOKapna,
HapaCTaHUIO CTEIEHU runokcemMun. HecmMoTpst Ha CyMMAapHYIO TSKECTh COCTOSIHUSA
JAHHBIX IIallMEHTOB, KOPPEKLUs BPOXKIECHHOIO IIOPOKAa cepAaua sABISETCA
3HAYMMBIM YCJIOBHUEM NPOJIOHTUPOBAHUSA UX KU3HEAESITEIBHOCTH W TOBBIIICHUS
KauecTBa >KW3HHU. BTopoil paccmarpuBaemoil MpoOJIeMOH, SBISETCS HEMOJHAS
JUAarHOCTUKA W PEAKOE BBISBICHHE OKCTPAKAPAUAIBHOM MAaTOJIOTUH TIpHU
BPOKJACHHOM  IIOpPOKE  cepAaua.  MHOrMe  KIMHMYECKHE  INPOSBICHUS
[IaTOJIOTUYECKOr0  IpoLecca  OCTAlOTC  HEPACHO3HAHHBIMM 33  «MAacCKOW»
HEJIOCTATOYHOCTH KPOBOOOPAILIEHHUSI, OTJIEIbHbIE MAPKEPhl HE YUYUTHIBAIOTCS, KaK
3HayuMble. bonbioe komyecTBo 3a00IeBaHNi OBLIO BBISIBJICHO BIIEPBBIC JIUILb HA
CTAallMOHAPHOM JTare JiedeHUus. PaHHUN AaKIEHT BHUMAaHUS Ha JUArHOCTHUKE
DKCTPAKapAUAIbHOM IMATOJOTHM y JETEd C BPOXKIACHHBIMU IOPOKAMH Cepaua

JOJIDKCH 00eCIeYnTh CBOCBPCMCHHOC JICYHCHUC WK JKC MCINKAMCHTO3HYIO
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aMOyJaTOpHYI0 TOATOTOBKY K Koppekmuu BIIC B yclIoBHSX HCKYyCCTBEHHOTO
KpOBOOOpaIleHUS.

B Hamie#t paboTe MBI BBITIOJHIINA OIICHKY POJIM OTJCIBHBIX MaTOJIOTHICCKIX
COCTOSIHWIA B (DOPMHUPOBAHWUU PAHHUX ITOCTONEPANMOHHBIX OCIOXKHEHUN TIpH

KOPPCKOUH BPpOKACHHBIX IIOPOKOB CCpaua.

KputepreM KIMHUYECKOTO pHCKAa IO HAlIEeMy MHEHHIO SBIsSeTcS (axT
NEPEHECEHHOT0 HIIEMUYECKU-TUIIOKCUYECKOTO MOPaXKeHUs1 OpraHoB U cucteM. K
ATOM KaTe€ropuu MalUeHTOB ObUIM OTHECEHBI €T C aHAMHECTHYECKUM yYKa3aHUEM
Ha NIEPUHATAJIBbHOE MMOPAXKEHNUE, HU3KYIO OLICHKY MO IIKajle Anrap IIpu poXKIACHUM,
IOCTHATAJIBHOE IIPOBEJCHUE HCKYCCTBEHHOM BEHTWIALIMM JIETKHX, a TaKXKe
MalMEeHThl ¢ HACTOSIIIEH TUIOKCEMHEH, 00YCIOBICHHONW BPOXXKIACHHBIM MOPOKOM
cepaua. [Ipy o4YeBUIHBIX Pa3IMUUSIX B IMYCKOBBIX MEXaHU3MaX (HOPMUPOBAHUS
TUIIOKCUM 3K30T€HHOTO0 WJIM JHJIOTEHHOTO MPOMCXOXKJEHUS, METaboIMuecKue
M3MEHEHUSI B YCIOBHSX JAepUIMTAa KHUCIOPOJa B 3HAYUTEIBHOHM Mepe
CTEPEOTUITHBI. MHOKECTBEHHOE IOBPEXKACHUE HEMPOHAJIBHON TKaHW MPUBOJUT K
HapyIICHUIO MPOIIECCOB MPOBEACHUS UMITYJILCOB, 00pa30BaHUS U OTTOKA JTUM(BI,

CTOMKOI HEMPO-3HIOKPUHHON AUCPYHKIUU TOJOBHOTO MO3ra.

B nHameil paGoTre Mbl CUMT@IM HEOOXOJMMBIM IPOBECTH  IOMCK
JUArHOCTUYECKH 3HAUYMMBIX TyMOpalbHBIX (DAaKTOPOB, CIIOCOOHBIX I10Ka3aTh
UCXOJIHYIO CIIOCOOHOCTb OpraHusMa o0ecneunThb aJIeKBaTHBII
JMKBOPOJMHAMUYECKUM OTTOK IPU YCKOPEHHBIX Temmnax cekpeunu. [Ipu oneHke
UCXOJHOM TUIa3MEHHOW KOHIICHTPAIIMM HATPUHYPETUUYECKOTO TMENTUaa ObLIU
OTOOpaHbl ~ MallMeHTbl, = HE  HUMEIIIME  HMCXOAHOW  HEJIOCTATOYHOCTH
KpOBOOOpAIIEHHUs] MPU BPOXKIECHHOM MOpoke cepaua. llenbio co3gaHus naHHOU
BBIOOPDKM  CTaj0 MCKJIIOYEHHWE BO3ACUCTBHUA KapAualbHOro (akTopa Ha
KOJIMYECTBEHHOE  MOBBIIMIEHHWE  TOpMOHA.  llony4yeHHBIE  TTOJOYKUTENIbHBIC
KOppEIALUU VCXOJHOU KOHLIEHTpALIUU B-HVII co CTETICHBIO

JIUKBOPOJAUHAMHWYCCKHX HapymeHHﬁ IMMO3BOJIMJIX HaM IOATBECPAUTL YUYACTHC
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JAHHOTO TEMNTHAA B PEryJsuu 1epeOpaabHON JUKBOPOAMHAMUKH. Y BEITUYCHHE
YUCJIa PAHHUX I[IOCJIEONEPAUMOHHBIX HEBPOJOTMUECKUX OCIOXKHEHUH IpHU
KOPPEKLIMU BPOKICHHOTO IMOPOKAa CepAla y IMalHueHTOB C HCXOOHO BBICOKOU
KOHLIEHTpaluerd NenTuaa MO3BOJIMIIO ONPENENIUTh €ro MOpOroBO€ 3HAUYECHHE, Kak
nporHoctuueckuii ¢aktop pucka. Takum o00pa3om, CTalO OYEBUAHBIM, YTO
UCXOIHAsl  BHYTpUYEpENHAas  TUIEPTEH3Us  MOBBIIMIAET  PUCK  Pa3BUTHUSA
HEBPOJIOTMYECKUX OCJIOKHEHUW IOCJHE XUPYPrUUECKON KOPPEKIMH BPOKIAEHHBIX
MOPOKOB cepAlla B YCIOBUSX HCKYCCTBEHHOTO KpoBooOpaiieHus. Kpome Toro,
BHyTpUYEpEIIHAsl TUIEPTCH3US XapakTepusyeTcsi Ooyiee BBICOKMM HCXOIHBIM
ypoBHEM B-Tuma HaTpuilypeTHUecKOro mHenThAa, a €ro HMCXOAHas IUIa3MEHHas
KOHIIeHTpaiusi Oosee 135 nr/ma  xapakrepusyercs OOJBIIMUM — PUCKOM

IMOBPCIKACHUA HepBHOﬁ CHCTCMBEI.

B mnamem HaOmioneHuu omnpejesneHa OoJblias 4YacToTa OCJHOKHEHUU Y
HNAIMEHTOB C TUIEPKOPTUKOCTEPOHEMHEN, CIEKTP MPEICTABICH CEpACYHON
HEJIOCTATOYHOCTBIO, JIbIXaTE€IbHON HEIOCTATOYHOCTHIO M HEBPOJIOTHYECKUMU
HapyuieHusiMA. [Ipy  KOHIIEHTpaluu ChIBOPOTOYHOTO KopTuzoia Oomee 600
HMOJIB/JI, YHCIIO OCJOKHEHHUW ObLIO J0CcTOBEpHO OosbliuM. IIpu wu3BecTHOM
HOpPMaJbHOM [IMAla30HE 3HAYEHUW CBHIBOPOTOYHOTO KOPTH30JIa MJii PAHHETO
JIETCKOTO BO3pacTa, BO BCEX CIy4asX, PaCCMOTPEHHBIX HaMH, ObLIa BBISBIICHA
TUIEPKOPTUKOCTEPOHEMHUS], IPU HAJTUYHMHM SIM30/la CTOMKON MIIEMHUH B aHAMHE3E.
[TogoOHBIN TOPMOHABHBIN MPOQPWIH CUMTAEM OTPAKEHUEM KOMIICHCHPOBAHHOMN
HAJIIOYEYHUKOBOM HEIOCTATOUYHOCTH, YBEIMYEHHEM KOPTUTKOMAHOW (yHKUUU
IIPU  MUHEPAJO-KOPTUKOMIHOM aucconuanvu. Hu3kuii ypoBEeHb KOpTH30JI1a
ompesesneH He OblI, TaK KaK MOJOOHBIN XapakTep JEKOMIICHCAIIUA UMEET CTOMKHE
KIIMHUYECKUE MIPOSIBICHUS HAJ0YEYHUKOBOMN HEJ0OCTATOYHOCTH U
JTUATHOCTUPYETCS ~ amMOynaTopHO, TpebyeT  mnpoduiIbHOTO  JICYCHHsS]  Ha
npeArocnuTanbHOM dTane. Mcxomnas runepkoptukocteporemus (600 HMOIB/MI

0 CBHIBOPOTOYHOMY KOPTH30Jy M Oosiee) SBISETCS MNPEAUKTOPOM Pa3BUTHS
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OCJIOKHEHHM.

['unodyHKIMS MIMTOBUAHOM Kele3bl Oblda OmpelneieHa HaMHh y BCeX
NAlMEHTOB C HaIUM4YMeM Mpefpacnoyaraiomux ¢akropos. Yacrora maHHOM
naTojioruu Habmoganace B 15,8% ciiydaeB, 4TO COOTBETCTBYET BCTPEYAEMOCTH
TUIOTUpEO3a B o0meld nomyasuuu nered. Bo Bcex ciydasx Mbl HaOdIroAamu
0oJbllIee YUCIIO HECHELM(PUUECKUX OCIOKHEHUN PaHHETO MOCTONEPA[MOHHOTO
nepuoa, YTo MOATBEPHKIAETCS JAHHBIMU POCCHICKON U 3apyO0eKHON JTUTEpaTyphl.
[Ipy Hanmuuuu rUNOQYHKUMU IIMTOBUIHOW IKeJe3bl, MALMEHThl HYXIAJIUCh B
MIPUMEHEHUU 00JIee BBICOKHX J103 KapJAUOTOHUYECKOW MOAEpKKa, Mbl HAOJII01a]I1
0oJiee MHTEHCUBHBIE TEMIIbl TPAHCCYJALUU, HEOOXOIUMOCTh MPUMEHEHUsI OoJiee
BBICOKMX [103 JAMypeTHdYecKux ImpemnapaToB. Cuurtaem, 4TO pa3BUTHE OoJjee
BBIPQKEHHBIX CHUMIITOMOB HEJAOCTATOYHOCTH KpPOBOOOpAIIeHUsI O0O0YCIIOBICHO
IByMsl  IIaTOT€HETMYECKUMU  MEXaHu3Mamu. Bo-nepBbIX, U1 sIBJICHHU
TUIIOTUPEO3a XapaKTEPHbl HU3KHE CKOPOCTH METa0O0JMYECKUX MPOIECCOB, UTO
BBI3BIBAET HEJOCTATOUYHOE KUCIOPOJHOE 0OecreueHre KIeTKU ( U KapAUOMHOLUTA
B YAaCTHOCTH) Ha (POHE MOBBIIIEHHOTO MOTpeOsieHns. Bo-BTOpBIX, T'MIIOTHPEO3
00yCJIaBIMBAET TMOBBIIIEHHYID THIPOCKOMUYHOCTh TKAaHEW, YTO MPUBOAMUT K
3HAYMMOMY YBEJIMYECHUIO MPEJHATPY3KU B PAaHHEM IIOCTONEPALMOHHOM IEPHOJIE.
OrneHKa TOPMOHAIBHOIO CTaTyca peOeHKa paHHUX JIET, JOJKHA BKJIIOYATh B ceOs
MIPOBEICHUE KOJIMYECTBEHHOTO OMNPEIENECHUS] TUPEOTPONMHOr0 TOpPMOHA U
TOPMOHOB IUTOBHIHOM JKeJe3bl. {1 Oosiee MOJHOM JTUArHOCTUKH SHIOKPHHHBIX
HapyILIEHUH, CYUTaEM HEOOXOJIMMBIM BBINMOJIHATH OLEHKY TOPMOHAJILHOTO CTaTyca
BO BCEX CIIy4asiX, KOI/Ia MAlMEHT UMEET MpeApacoiaramnme GaxkTopsl.

Ha ocHoBaHMU ITpOBEICHHOTO aHain3a ObUIM COPMYIUPOBAHBI CIEIYIOIINE
BBIBOJIBI.

BbIBO/IbI

1. Y nererd paHHEro BO3pacta C BPOXKICHHBIMU IOPOKaMH Cep.la

AKCTpaKapAHalIbHAs MATOJOTUsl TuarHoctTupoBana y 14,8% manueHToB: maToJIOrust
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[IEHTPAILHON HEPBHOW CHUCTEMBI-0,5% HAOMIOMEHUHN, MATOJIOTHS JBIXaTeIIbHON
cuctembl - 1,4% cnydaeB, MmMaToyiorusi MOYEBBIACIUTENBbHON cucteMbl - 1,0%,
naTeHTHbIE (OpPMBI BHYTpUYTpoOHOro uHpuumpoBaHus - 1,2%, reHermyeckas
natojorust - B 4,7% HaOmomaeMbpIX ManueHTOB. JleTanbHOCTH B paHHEM
MOCJICOTNIePAllMOHHOM MEPHO/JIe COCTaBIsAET 9%.

2. B pannem mocrieonepalioOHHOM IEPUOJIe MAIMEHThl C BPOKJIECHHBIM
IIOPOKOM CEpPJLA B COYETAHUU C SKCTPAKapAUAIbHOM IMATOJIOTHEN HYKJIAINUCh B
OPUMEHEHUH JOCTOBEPHO OOJBIIMX 103 KapAUOTOHMYECKOW MOJACPKKU
(p=0,001), B GoJyiee IIIUTEITHEHOM MPOBEACHUH UCKYCCTBEHHOW BEHTUJISAIIUH JICTKUX
(p=0,044), uatencusnoii Tepanuu (p=0,01), ITUTETBHOM CTALMIOHAPHOM JICUEHUU
(p=0,001), xapakTepu3oBaUCh 0OOJieE BBICOKHM II0KA3aTEJeM TOCHUTAIBLHOM
netanbHOCTH (p=0,001) M0 cpaBHEHHUIO C TPYIIION KOHTPOJIS.

3. CHeKkTp OCIIO)KHEHHH pPAHHETO IOCJIEONEPALMOHHOTO IEpUoia B
OCHOBHOU M KOHTPOJBHOM IPyIIax SIBISETCS OJHOPOIHBIM, OJTHAKO OCJIOKHEHUS Y
JETeN ¢ AKCTpaKapAUAIbHON NaTOJOruel HabI0Iatl0TCs TOCTOBEPHO Yalle: OcTpast
ceplieyHasi HeloCcTaToYHOCTh -44,7% (p=0,046), npixaTenbHas HEJOCTATOYHOCTh-
36,3% (p=0,008), neBposormyeckue ocioxuenus-35,8% (p=0,001), octpas
no4yeyHasi He1ocTatouHocTh-37,5%(p=0,001).

4, Hanuuue y mamueHTOB ¢ BPOXKACHHBIM  TOPOKOM  cepila
COITYTCTBYIOIIUX JIUKBOPOJWHAMUYECKAX HAPYIICHHWA B BHUAC YBCIUYCHUS
unaekca BAY/ S 6onee 200, u BJIYU/ poct Gomee 1,2, conpspkKeHO IIUTEIBHBIM
MPOBEJICHUEM UHTCHCUBHOM TEpaNM U CTAIMOHAPHBIM JICYCHUEM.

S. HcxonHelil ypoBeHb HaTpuilypeTnyeckoro nentuaa oonee 135 Hr/mn
SABJISACTCS ~ MPETUKTOPOM  Pa3BUTHUS  JIMKBOPOAMHAMHYECKUX  HAPYIICHUIH,
runepkopTukocteporemusi (600 HMOJIB/I O CHIBOPOTOYHOMY KOPTHU30JIY U 0oJiee),
a Takke KoMreHcupoBaHHbIe ¢opmbl runotupeosa (T3 menee 3,8 mmouns/n, TTI
6onee 2,0 wMxME/Mn)  sBuseTcs  MPEIUKTOPOM — Pa3BUTHS — pPaHHUX
NOCJICONIEPAIMOHHBIX ~ OCJIO)KHEHUW W, KaK  CIEACTBUS,  JJIUTEIBHOIO

CTAOMOHAPHOI'O JICUCHMUA.
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MNPAKTHUYECKHUE PEKOMEHJIALIUN

1. HpI/I BBIIIOJIHCHHUHN  JOTI'OCITMTAJIBHOI'O O6CJI€,ZIOB8,HI/DI IMalIMCHTOB C
BPOXICHHBIMU IIOPOKaMHU CCpALA, ABJLICTCA BA’)KHBIM BBISIBJICHHC 3KCTpaKapﬂHaJIBHOﬁ

ITaTOJIOTHH, KaK q)aKTopa, BJIMAIOIICTO Ha TCUCHUC ITOCJICOIICPAINOHHOIO IICPpHUOIaa.

2. I[Ipy HayMM B  aHAMHE3€  IIEPUHATAIBHOIO  MIIEMHYECKH-
TMIIOKCUYECKOTO0  TOPAKEHUsI LEHTPAJIbHOW HEPBHOM CHUCTEMBI, HEO0XOIMMO
IPOBEJEHUE  KOMIUIEKCHOTO  OOCJICIOBaHUS,  BKJIIOYAIOILETO  BBINOJIHEHHE
HelipocoHorpaguu ¢ pacu€ToM MOpP(OMETPUYECKUX HHJIEKCOB, OIpeJesICHUe

HCXOJHOI'O YPOBHA HanHﬁypeTquCKOFO IICIITH4, CBIBOPOTOYHOT'O KOPTHU30JIA.

3. [TarmeHTaM ¢ MHAEKCOM CTUrManuu Oosiee MO0 paBHBIM TPEM, WU C
HJIMYMEM TE€HETUYECKOro 3a00JieBaHUs, MOKa3aHO MPOBEJACHHE HeHpocoHorpaduu,
VY3U-opraHoB 3a0pIOIIMHHOIO TMPOCTPAHCTBA, OLEHKE MHUHEPATIO-KOPTUKOUIHOM

(YHKLIMU, TAPEOUTHBIN CTATYC.

4, VY nmanuMeHToB, UMEIOLMX aHAMHECTUYECKOE YKa3aHHE Ha IIPOBEICHUE
JUINTEJIBHOM MCKYCCTBEHHOM BEHTWIALIMMU JIETKMX HA IEPBBIX MecAlax XU3HM,
WIM SK€ 3NU304bl OpPOHXOOOCTPYKTMBHOIO CHUHApoMa 10 3-4 pa3 B TO[,

HYXKIar0TCs B O6CJ'I€,Z[OBaHI/II/I Y IyJIbMOHOJIOI'A.

5. [Ipu mogo3peHnn Ha TUMIOTHPEO3 WIH Ke HATUYueM (aKTOpOB prcCKa
ero BO3HHKHOBCHHSI, MOKa3aHO MIPOBEACHUE penIonepannoHHON

MEJIMKaMEHTO3HOH Tepaluy npenapaTaMyu THPOKCHHA.

6. [Ipu BBISIBIEHWHM NATOIOTHMM  MOYEBBIICIUTEIBHON CUCTEMBI Y
pebenka ¢ BIIC nokazaHo mpoBeneHHe OIIEHKH BBIICIUTEILHON U SKCKPETOPHOMN

(GyHKIIUM TTOYEK.

1. [Ipu wHammuuu y pebenka ¢ BIIC  mepcuctupyronmx dopm
BHYTPUYTPOOHBIX WH(MEKIUH TOKAa3aHO TPOBEICHHE TMpEIoneparmoOHHON

UMMYHOKOPPETUPYIOLIEH Tepanui.
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