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OBILIAA XAPAKTEPUCTUKA PABOTbBI

AKTYaJIbHOCTH MPO0JIeMBbI

Kpaitnsas peaxoctb HEKOTOPBIX (POPM BPOKIECHHBIX aHOMAIIUN CEepIEeUHO-
COCYAHMCTON CHCTEMBI OOBACHAET OTCYTCTBHE ajrOpUTMa HUX JUATHOCTHKHU
U XHPYPrUYECKOTO JICYEHUS, YTO 3aTPYIAHSACT NPWKHU3HEHHYIO IHArHOCTUKY
Y YXYyJILIAeT Pe3ysbTaTbl XUPYPrHYECKOIrO JIEYeHUsA dTHUX mnarojoru. K Ta-
KUM ITOPOKaM HECOMHEHHO OTHOCSITCSI aHOMAJIMH JIETOUHBIX apTepuit (JIA).

AHOManuu JIETOYHBIX apPTEPUM SBISIIOTCA HENOCTATOYHO H3YYEHHBIMU
BPOXKJACHHBIMU IOPOKAMH KOHOTPYHKYCA, XaPAaKTEPU3YIOIMMUCA KAK OTCYTCT-
BHEM, TaK M HApyLIICHUEM COCIMHEHHH MEXAY JIETOYHBIMU AapTEepUsIMU U
JIETOYHBIM CTBOJIOM. B OOJBIIMHCTBE CIyyaeB 3TH AHOMAJIHMHM JIETOYHBIX
apTepuil  CONPOBOXKIAIOTCS HapylIeHHEM (PU3HOJIOTHYECKOIO KpOBOOOpa-
HieHUs B Jerkux. Hampumep, npu areHe3uu JIETOYHOM apTepuUu OTCYTCTBHE
aAHTErpaHOrO KPOBOTOKA C MIICWJIATEPAIBHONW CTOPOHBI HCKIIIOYAET 3TO JIETKOE
U3 CHUCTEMBl MAaJOro Kpyra KpoBOOOpallleHUs, a CHCTEMHOE KpOBOCHAO-
KEHHE IPU AHOMAJIBHOM OTXOXIEHUH JIETOYHOW apTEPUM OT BOCXOAALIEH
aopThl NPHUBOAUT K PAa3BUTHIO BBICOKOM JIETOYHOW THIIEPTEH3UU C IOCIe-
OYIOIUMU MOP(}OIOrHYECKUMU U3MEHEHUSIMU B UIICWJIATEPAIEHOM JIETKOM.

AHOMaJINU JIETOYHBIX apTepPHil BCTPEUYAIOTCs KaK B M30JUPOBAHHOM Qopme,
TaK U B COYETAaHUU C APYIMMH BpPOXKACHHBIMH IIOPOKAMM CepALa U COCY-
7n0B. CHEKTp CONYTCTBYIOIIMX BPOXKICHHBIX IIOPOKOB CEpALA BKIIOYAET
OonbIIoe pa3zHOoOOpa3ve aHOMAaNui, KaKk C YMEHBUICHHBIM, TaK U C YBEIU-
YEHHBIM JIETOYHBIM KPOBOTOKOM.

KimmHn4eckn aHOManuu JIETOYHBIX apTEPUM XapaKTEPU3YIOTCS BBIPAKEH-
HBIMUA CHUMIITOMAaMH CEpJACYHO-JIETOYHOW HEIOCTAaTOYHOCTHM B pPAaHHEM MIa-
JEHYECTBE M 4YacTO CONPOBOXKIAKOTCA CMEPTbIO B TEYEHHE IIEPBOIO Toja
*Kun3HU. Ilpym coyeraHnn aHOMaNMM JETOYHBIX APTEPUM C PA3IUYHBIMU BPOXK-

ACHHBIMHM IIOpOKaMH CEpanad, KIMHHYCCKOC TCUCHHC BO MHOI'OM OIIpEac-



JAETCS. HAJIMYMEM COIYTCTBYIOIIEW ITaTOJOTHM W €€ BIMSHUEM Ha BHYTPU-
CEepICUHYK0 TIeMOAMHAaMUKy. Jl0 BHEApEeHHs B KIMHHYECKYIO IPAKTHKY
aHTHuOKapaAnOTpauYecKuX METOJOB JAMAarHOCTUKH OOJBIIMHCTBO PEIKUX
AHOMAJIMM JIETOYHBIX apTEPUM AMArHOCTUPOBAIMCH ITOCMEPTHO. biaromaps
HAKOILJICHUIO JTMarHOCTUYECKOIO OINbITa WU IOSIBICHUID HOBBIX COBPEMEHHBIX
METONOB JWArHOCTUKH, IOCTUTHYTbl HECOMHEHHBIE YCHEXU B IPUKU3HEH-
HOM BBISIBJIEHMM BpOXKICHHBIX aHOMaJMN JIerouHblX aprepuil. Heobxoaumo
OTMETUTh, YTO OTCYTCTBHE CBOCBPEMEHHOM JMATHOCTUKHA OTHUX aHOMAJIMU
MOXKET CTaThb NPUYMHONW HeonepabenbHOCTH TMAlMEHTOB WM HEYIOBIET-
BOPUTEJIBHBIX PE3YJIbTATOB IPH BBIITOJIHEHUY XUPYPIrUUECKON KOPPEKIIUH.

HecomHeHHO, 4TO mpu OTCYTCTBMM BHYTPUIIEPUKAPAMUAIBHOIO CETMEHTA
OIHOM W3 JIETOYHBIX apTEpUi HICAIbHBIM METOJOM XHPYPTrHYECKOIO Jieue-
HUS SIBJIIETCS BOCCTAHOBJICHUE AHTETPAAHOTO KPOBOTOKA B JIETKHUX, IS
BBIMIOJIHEHHSI KOTOPOTO HEOOXOAMMO HAaJMYUe XWJIYCHOM JIETOYHON apTepuu.
Pa3Butne HeoOpaTUMBIX OOCTPYKTMBHBIX HW3MEHEHUH B apTepUaIbHBIX
COCyIax MIICWJIATEPAJIbHOIO JIErKOrO0 IPM aHOMAJBbHOM OTXOXIEHUHU JIETOY-
HOW apTepuu TakkKe IUKTYEeT HEOOXOAWMOCTh PEUMIUIAHTIMKA aHOMAJIbHOMN
JIETOYHOW apTepuu B JIETOYHBIA CTBOJ B PAaHHEM JETCKOM BO3pacTe.
OpHako, ONBIT oOlEpanuii, HaNpaBICHHBIX HAa BOCCTAHOBJIEHUE MPSIMOIO
COOOIEHUSI MEXIy COCYIOM HIICWJIATEPAIBHOIO JIETKOTO M JIETOYHBIM
CTBOJIOM MWJIM IIPaBbIM JKEIYJOYKOM IPH aHOMAJMUAX JIETOYHBIX apTEepui,
II0 JAHHBIM JINTEPATypbl, OYEHb MaJl M IPEIACTABICH MAaJOYHUCICHHBIMU
nyOIMKaIUsAMU C ONUCAHUEM €IMHUYHBIX HAOIIOIEHUH.

HecmoTpst Ha IOCTUrHYTBIE YCIIEXM B JUArHOCTUKE M XUPYPTAYECKOM
JCYEHUN PEIKUX AHOMAJIMM JIETOYHBIX APTEPUM M COYETAIOLIMXCS C HUMU
BPOXKJICHHBIX IIOPOKOB CEpALA, A0 HACTOSIIEr0 BPEMEHHM OCTAKOTCS OTKPHI-
TBIMH BOIPOCHI, KaCAIOLIUECS CUCTEMAaTUKU PEIKUX (OopM aHOMAIHMM Jerod-

HBIX apTCpHﬁ, KPpUTCPHUECB HUX JHAIHOCTUKHU H KOJIMYECTBCHHON aHAaTOMMU



jgerouHbix aprtepuil. He chopmynupoBana KOHUENIHUS XUPYPrHUECKOTO
JICYCHUs1 BPOXKICHHBIX IIOPOKOB CEPALIA, COYETAIOLIUXCA C AHOMAIUAMU Jie-
TOYHBIX apTEpPUM, a TAKKE HE M3YUYEHBI PE3YyJbTAaTbl XUPYPrHUECKOIO Jieye-

HUS PEIKUX aHOMAJIM JIETOYHBIX apTepuil B OONBIION KIMHUYECKOW IpyTIIe.

eab ucciaexoBanus

Pazpabotate Hanbonee wuHPOpPMATHBHBIE KPUTEPUH  JTUATHOCTHKH,
CHUCTEMAaTU3UPOBATh CIEKTP AaHATOMHYECKUX BAapUAHTOB M ONTHMH3UPOBATH
XUPYPrUYECKOE JICYEHHWE PEIKUX BPOXKACHHBIX AHOMAIMM  JIETOYHBIX
apTepuil U COIYyTCTBYIOIMUX UM IIOPOKOB CEPALA.

3axaum uccjaeI0BaHuA.
1. ycTaHOBUTHP JAMArHOCTUYECKWE KPUTEPUU ISl  BBISIBICHUS  PEIKHX
BPOKJAEHHBIX AHOMAJIHMI JIETOYHBIX apTEPUH;
2. BBISIBUTH CIIEKTP M 4YaCTOTY BPOXKJIEHHBIX MOPOKOB CEplla, COUETAOIINXCS
C PEIKUMU aHOMAJIUSIMU JIETOYHBIX apTEPHIA;
3. uAeHTUPUIMPOBATH AHATOMO-TEMOJIMHAMUYECKHE BaPUAHTHI  PEIKHUX
AHOMAJIMH JIETOYHBIX apTEPHUM U CO3/1aTh CUCTEMATHKY 3THUX MMATOJIOTUH;
4. M3y4uTh pe3yJbTaThl NAJUIMATHUBHBIX ONEpPaldid U paJuKaIbHONW KOPPEKLUH
pPEOKMX AaHOMAJIMA JIETOYHBIX apTepUil W BPOXKIAEHHBIX IIOPOKOB CEpALA,
COYETAIOIINXCS C ’TUMH aHOMAJIUSAMH;
5. pa3paboTaTh CTpaTerui0 XHUPYPrU4YeCKOTrOo JeUeHUs OOJIbHBIX C PEeIKUMHU
BPOKJAEHHBIMU aHOMAJIUSMHU JIETOYHBIX apTEPUH.
HayuyHast HOBU3HA HCCJIeI0BAHUS

[IpencraBienHass nuccepTanus SBJISIETCS MEPBBIM B MUPOBOW JUTEpaType
0000IIAIONINM  UCCIIEOBAHUEM, TOCBALICHHBIM JIMAarHOCTUKE U XUPYpPru-
YECKOMY JICUEHHMIO PEIKHX BPOXKIEHHBIX AHOMAJIMU JIETOYHBIX apTEpUH.
DTO UCCIENOBAHUE IIO3BOJIMJIO YCTAHOBUTH JUArHOCTHYECKHE KPUTEPHUU
JUISL PAHHETrO BBIABICHUS PEIKUX BpPOXACHHBIX AHOMAIMI  JIETOYHBIX

aprepuii. Hapsny ¢ 93TuM, uAESHTUGUUIMPOBAHBI aHATOMO-TEMOJAMHAMMU-



YEeCKME BapUaHTbl M CO3JaHAa CUCTEMATHKa JUId JTUX MOpoKoB. Ha ocHo-
BaHUM M3y4YEHUs CamMoro OOJBIIOrO B MHUPOBOH JIUTEpAType OIbITa
IPOBEAEH  AHAJIU3  HENOCPEICTBEHHBIX  PE3YJbTAaTOB  XUPYPrHYECKOTO
J€YEHUs1  BPOXKICHHBIX IIOPOKOB  Ce€pAla C  PEOKMMU  aHOMAIHASIMU
JErOYHbIX  apTepuii, a Takke pa3padoTaHa ONTUMalbHas  TaKTUKa
OTIEPATHUBHOTO JICYEHUS OOJBHBIX 3TON KaTEeTOPHUHU.
IIpakTH4Yeckass HEHHOCTH MCCICI0BAHUSA

B pabote npeacraBieHbl BO3MOXHOCTH HEMHBA3UBHBIX U PEHTT€HOXUPYP-
TMYECKUX METOJOB HCCIECIOBAHUSA B IPEIONEPALMOHHOM JTHMATHOCTHUKE
BPOXKJCHHBIX aHOMaJMil JerouHelx aprepuil. OrmnpeneneHsl Hauboliee
UHGOPMATUBHBIE KPUTEPUU [JIs CBOEBPEMEHHOTO BBISBICHUS BPOXKIECHHBIX
aHOMaJMuil JjerouHbix aprepuil. IlpennokeHa knaccudukanyss BpPOXKIESHHBIX
AHOMAQJIMK JIETOYHBIX AapTEpPUM, YYWTHIBAIOINAS JIOKAIN3ALUIO IOPaKCHUS,
BEJINYMHY JIETOYHOTO KPOBOTOKA M KOJIMYECTBEHHYIO AHATOMHUIO JIETOYHBIX
apTepui, OXBAaTbIBAE€T BCE BO3MOXKHBIC BapUaHTBl COYETAHUS BPOXKICHHBIX
MIOPOKOB CepJlla C 3TUMHU aHOManusiMu. Pa3paboTaHbl pekOoMeHAalnH, Harl-
paBJICHHbIE HA YIy4YIlIEHHWE PE3YyJIbTAaTOB XUPYPTUUYECKOTO JICUCHUSI OOJIbHBIX
C BpOXICHHBIMA AHOMAJIMSAMM JIETOYHBIX aprepuil. Co3gaH aaropuTMm
BbIOOpa MeTOAa XHUPYPrHUECKOTrO JICUEHHS [Js MAIMEHTOB C aHOMAJIUSIMHU
JIETOYHBIX apTepUil B COYETAHUM C IPYTMMHU BPOKICHHBIMU ITIOPOKAMHU CEPALA.

Peanusanus pe3yabTaToB padoThl

Hayuynpie mnonoxxeHuss # NOpPaKTHYECKME PEKOMEHIALUMHA BHEIPEHBI
B KJIMHUYECKYI0 MPAKTUKy M HAUUIM NpUMEHEHUE B oTaeneHusx Hayu-
HOTO LEHTpa cepaeyHo-cocyaucron xupyprum uM. A.H. bakynesa, 3anu-
MAalOIIMXCS JIUArHOCTMKOM M XHPYPTMYECKUM JICYEHUEM  BPOXKIEHHBIX
IIOPOKOB  cepaua. Pe3ynapTaTel, IOJXY4YEHHBIE NIPU  BBIIOJIHEHUU  OTOrO
UCCIIEIOBaHMs, MOTYT OBITh HCHOJB30BaHbl B JPYIHMX KapAuOXUPYpPIu-

YCCKHUX LHECHTPAX CTPaHbI.



AnpobGanust padoThI

Martepuanbl AWCCEpTAllMM JOJIOKEHBI M OOCY)KIEHBI Ha E€XETOJHBIX
ceccusix HIICCX um. A.H. bakyneBa c Bcepoccuiickoli koH(pepeHuuen
mosonbix yueHbix (2007-2013 r.r.); Bcepoccuiickux che3mgax CcepledHo-
cocyauctbix xupyproB (2008-2012r.r.); MexayHapOAHBIX KOHrpeccax EBpo-
NEHCKOTo 00IIIecTBa CepIeYHO-cocyaucThIX Xupypros (2006, 2008-2018.r.).

IMy6aukamuu pe3yabTaTOB HCCIeT0BAHUS

[To teme nuccepranuu omyOsukoBaHO 39 Hay4yHBIX PabOT, B KOTOPBIX
MOJIHOCTBIO OTPAXKEHO COJAEp)KaHME Juccepranuu, U3 Hux 13 crarteit B
BEIYIINX peIEeH3UPYEeMbIX >XypHajax, pekoMmeHmoBaHHbIX BAK, 2 cratem —
B 3apyOexsbix okypHanmax (Ann.Thorac.Surg., 2007; ICVTS, 2013),
1 —monorpadus, 1 —natent PO.

O0beM u cTpyKTypa padoTsl

Huccepranmionnass paboTta wusmokeHa Ha 336 cTpaHUIAX MaIIHHO-
MUCHOTO TEKCTa, COCTOMT W3 BBEIEHUS, 5 TJaB, 3aK/IIOUEHUsS, BHIBOJIOB,
NPAKTUYECKUX PEKOMEHIAIMA W CHHCKa JMTeparypbl (BKiIrodaromero 16
OTeUeCTBEHHBIX ¥ 317 WHOCTpaHHBIX WMCTOYHHKOB). MIuTiocTpaTHBHBIN
Matepual npeacrabiieH 139tabmumnamu u 58 pucynkamu.

OcHOBHBIE MO0JI0OKEHUSI, BBIHOCHUMbIE HA 3AIUTY

1. OCHOBHBIM aHATOMHYECKHM MPHU3HAKOM  BpPOXKICHHBIX  AHOMAJIHA
JIETOYHBIX apTepuil SBISETCS OTCYTCTBHE OuypKaluu JEro4yHOro CTBOJIA
Opy  HATWYUM  TPSIMOTO COOOIICHHWS MEXIy TMPaBbIM JKEIIyJAOYKOM |
JETOYHBIM CTBOJIOM C KOHTpajaTepaJibHON JIETOYHOW apTepuend Wi
BBISIBJICHWE aTUNMUYHOW Ou@ypKanuyu JEeTOYHOrO0 CTBOJA C aHOMAJbHBIM
B3aMMOPACIIONIOKEHUEM JIETOYHBIX apTEPHUH.
2. Hcrnonb3oBaHHE COBPEMEHHBIX METOJOB HCCIEAOBAHUS IO3BOJISIET TIPH-
KU3HCHHO TUArHOCTUPOBATh BPOKJICHHBIE AHOMAIHMH JIETOYHBIX apTEpPHil 10

Pa3BHUTHA BBIPAKCHHBIX MOp(bOJ'IOFI/I‘{CCKI/IX W3MCHCHUHN B apTCpHUaJIbHBIX CO-



cymax Jjerkux. HHGOpMaTUBHBIMM METOJAMU JUArHOCTHKH BPOKICHHBIX
aHOMAJMM JIETOYHBIX apTepUil M COMYTCTBYIOLIMX ITOPOKOB CepAua SBIIs-
IOTCS dXOKapauorpadus, KaTeTepusanusi cepiaua ¢ aHrHoKapAuorpaduen.
Komneiorepnast tomorpadust u anruorpadusi 3aKIMHUBAHUS JIETOYHBIX BEH
MO3BOJISIIOT ~ MAECHTU(UIMPOBATH XWIYCHYIO apTepUI0  HICHIATEPATIbHOTO
JIETKOTO y OOJIHBIX C OJHOCTOPOHHUM OTCYTCTBHEM JIETOUYHOU apTepuHu.

3. HoBplii moaxoa K CHUCTEMaTUKE BpPOXKACHHBIX AHOMAJUN JIETOYHBIX
apTepuil M MPEeJJIOKEHHbIE KIAaCCU(PUKALMK SBISIIOTCS ONTHUMAJIbHBIMU, TakK
KAK YYUTBHIBAIOT BCE BO3MOJKHBIE aHATOMO-TE€MOJMHAMHUYECKHE BapHAHTHI,
KaK MpU U30JMPOBAHHOM (QopMe NaTOJOTHM, TaK M TMpPU €€ COYETaHUH
C APYTHUMH BPOXAEHHBIMH IIOPOKAMU CEPJILIA.

4. BpIi0Op ONTUMATBHOTO METOJIa XUPYPIHUECKOTO JIeueHUs OOJIbHBIX C OJIHO-
CTOPOHHUM OTCYTCTBHEM JIETOYHOM apTEpUU OINpPEAECTACTCS HaJUYUueEM H
aJICKBAaTHBIM PAa3BUTUEM XWJIYCHOM apTEepUM HIICHJIATEPAIbHOIO JIETKOTO.
[Ipy HanWuMu pa3BUTONM BHYTPWIETOYHOW apTEPUM BBINOJIHIETCS BOCCTA-
HOBJIGHHE TMPSIMOTO COOOIIEHUS MEXKAY JIETOYHBIM CTBOJIOM M XWUIYCHOM
apTepuell HIICWJIATEpaJIbHOIO JIETKOrOo, a NpPH HAJIMYHAKA COIYTCTBYIOIIUX
BPOXKJEHHBIX TMOPOKOB CEpALlAa — OJHOBPEMEHHAs WJM IIO3TAllHAs MX
KOPpPEKLUS.

5. ANroput™M XUpPYpPruyecKoro JEYEHHS AHOMAJBHOTO OTXOXKIEHHUS JIEBOM
JIETOYHOM apTepuu OT BOCXOSIIEH aopThl OCHOBBIBaeTCA Ha Mopdoioruu
U KOJIMYECTBEHHOM AaHATOMHMHM NATOJIOTMYECKOr0 CepAllda, aHATOMUYECKUX
OCOOEHHOCTSIX W Pa3BUTUHU JIETOYHBIX apTepuil, Mnapamerpax reMOJUHAMUKH
cepaua, Majoro Kpyra KpoBooOpaiieHus u MOpQOJIOTUH apTepUaIbHBIX
COCYJIOB UIICUJIATEPATILHOTO JIETKOTO.

6. Crparteruss XHpPYpruyeckoro JIEUEHHUs BPOXKICHHBIX TIOPOKOB cepAalla
C YMEHBIIECHHBIM JIETOYHBIM KpPOBOTOKOM Yy OOJIBHBIX C BPOXIACHHBIMHU

AHOMAJIUAMH JICTOYHBIX apTCpI/Iﬁ A0JDKHAa OCHOBBIBATBCA Ha PpeE3ylibTaTax



KOJINYECTBEHHOM OLEHKA BCE€W CHUCTEMBbI JIETOYHOM apTepUM C OmNpexe-
JIEHWEM CTEIEHU OTKJIOHEHUs NapamMeTpOB JIErOYHOM apTepuu OT HOPMBI
C UCIOJIb30BaHUEM NOKa3atelsa Z-SCore.

7. XUpypruueckoe JI€YEHHE BPOXKIACHHBIX AHOMAJIMHA JIETOYHBIX apTepHid
B COYETAHWHU C JPYTHUMH BPOKICHHBIMM MOPOKAMHU CepAlla COMPOBOKIACTCS

MHHHMMAaJIbHBIM PUCKOM I'OCIIUTAJIBHOM JIETATbHOCTH.
OCHOBHOE COAEPKAHUE PABOTbI

Hacrosimee nccnenoanue, nposegaeHHoe B HIICCX uMm. A.H. bakynesa,
OCHOBAaHO Ha W3YYCHUU PE3yJbTATOB JUATHOCTUKH W XUPYPTHYECKOTO
gedeHuss 94 TNanUEHTOB C PEIKUMH aHOMAJIMSIMHU JIETOYHBIX apTepuil 3a
nepuon ¢ 1971mo 2013rr.

OnHocToponHee otrcyrcTBue jerounoir aprepuu (OOJIA) ObuL1O AMArHo-
cTupoBaHo B 68 HabmoneHusx. B 67 HaOmo1eHUAX 0JHOCTOPOHHEE OTCYTCTBUE
JeroyHoil aprtepuu couetanoch ¢ apyrumu BIIC. M3onupoBannas ¢dopma
9TOM maTojoruu Obuia BeigBieHa B 1 ciydae. B 55 (82%) cnyuasx comyt-
ctBoBamu BIIC ¢ yMeHBIIEHHBIM KpPOBOTOKOM B KOHTpajaTepaabHOM
aerkoM, B 12 (18%) mabmonenusx - BIIC ¢ yBenmndeHHBIM KPOBOTOKOM
B KOHTpajaTepajibHOM JIETKOM. Manbno3uius Jierounsix aprepuii (MJIA)
Obuta nuarHoctupoBaHa y 19 marmuenTtoB (¢ Criss-cross/IA — B 13 ciyuasx,
0e3 Criss-crossJIA — B 6 naOmoacHHUsX). Y BCeX OOJbHBIX MAaJIbIO3HIIHS
JerouHbix aprepuii coderangach ¢ apyrumu BIIC: B 10 (53%) ciyuasx
COITYyTCTBOBAJIM MOPOKH C YMEHBIIECHHBIM JICTOYHBIM KPOBOTOKOM, B 9 (47%)
HaOmoaeHusix - BIIC ¢ yBedMYEeHHBIM JIETOYHBIM KPOBOTOKOM. AHOMAaJbHOE
orxoxaeHue jeoi jerouHou aprepun (AOJIJIA) or Bocxopmsmiell aopTh
ObUIO TUArHOCTHpOBaHO B / ciyyasx. Bo Bcex wHabmogenusix AOJUJIA ot
BOCXOJslIe aopThl coyeTasiock ¢ japyrumu  BIIC ¢ ymeHbIIEHHBIM

KPOBOTOKOM B KOHTPAJIaTCPAJIbHOM JICTKOM.



Ha ocHoBanmm aHanu3a paHHbIX JuTeparypbl u  Marepuana PI'BY
«HICCX wuMm. A.H. bakyneBa» PAMH Hamu co3maHbl HUKECIEAYIOLINE
KiIaccudukanuu BpoxaeHHBIXx aHomamuit JIA (OOJIA, MIJIA, AOJIA ot
BOCXOJISIIIEH  aOpThl), KOTOPHIE OCHOBBIBAIOTCS HAa OTCYTCTBUU  HJIU
Hamuuuu conyTtcTBytomero BIIC, aHaTomMum JIETOYHBIX apTepuil, BEJIUYUHE
JITOYHOTO KPOBOTOKA, JIOKAIM3AIIMU TIOPAXEHUS, pa3BUTUU U Mopdo-
JIOTUYECKOM COCTOSIHUHU COCYOB JIETKUX.

Knaccudpukanus BpoxaeHHOT 0
O/ITHOCTOPOHHEI0 OTCYTCTBHS JIETOYHOM apTepun

1. M301upoBaHHOE OTCYTCTBUE IIPABOM JIETOUYHOM apTepuu:
1.1. 0e3 nerouHoii TUNEPTEH3UH B JIEBOW JIETOYHON apTepHH;
1.2. c nero4Hoii runepTeH3ue B JIEBOM JETOYHON apTepuH,

2. V3onupoBaHHOE OTCYTCTBHE JICBOU JIETOYHOM apTepHUH.
2.1. 0e3 JIeroYHOM THMEPTECH3UH B IIPABOH JICTOYHON apTePUH;
2.2. ¢ IeroyHo# TUMepTEeH3UEH B IPABOM JIETOUYHOMN apTepuH;
3. OtcyTcTBHE MTPABOH JISTOYHOW apTEPHH B COUYETAHUHU C BPOXKICHHBIM
MIOPOKOM CepLa:
3.1. ¢ yMeHBIICHHBIM KPOBOTOKOM B KOHTPAIATEPATILHOM JIETKOM:
3.1.1. 6e3 cTeHo3a JIeBOil IErOuHON apTepuy;
3.1.2. co cTeHO30M WJIM THIIOIIAa3UeH JIEBOU JIETOYHOM apTepHH;
3.2. ¢ HOpMaJILHBIM WM YBEIHUYEHHBIM KPOBOTOKOM
B KOHTpaJlaTepaIbHOM JIETKOM:
3.2.1. 6e3 neroyHoi TUMepPTEH3HH;
3.2.2. ¢ 1eTOYHOU TUTIEPTCH3UCH;

4. OTCcyTCTBHUE JIEBOH JICTOYHOM apTEPHH B COUETAHUHN C BPOXKICHHBIM
IIOPOKOM cepALa:
4.1. ¢ yMEHbLIEHHBIM KPOBOTOKOM B KOHTPAJIaTEPAIbHOM JIETKOM:
4.1.1. 6e3 creHO3a MPABOH JIETOUHON apTepHUH,;
4.1.2. co CTEHO30M WJIM THIIOIUIA3Kel paBoi JIETOYHOM apTepHH;
4.2. c HOPMaJIbHBIM WJIH YBETUYCHHBIM KPOBOTOKOM
B KOHTpaJlaTepaaIbHOM JIETKOM:
4.2.1. Ge3 IeroyHoOM THINEPTECH3UH,
4.2.2. ¢ 1erOYHOU TUIEePTEH3HUEH.

[Tpu Ka)kxqOM U3 BBILIECTIEPEUNCICHHBIX BAPUAHTOB PEKOMEHIyEeTCs yKa3bl-
BaTh cocTostHue Jyerkoro Ha cropoHe OOJIA: A — ¢ HOpMaJabHO Pa3BUTHIM

HIICHJIATCPAJIbHBIM JICTKHM, b — ¢ runonnazuen HIICUJIATCPAJIBbHOTO JICTKOTO.
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Knaccupuxanus MajJabIo3uluM JeroYHbIX apTepui

1. Manbno3unus ¢ CriSS-CroSSIerOYHBIMU APTEPUSMHU:
A —0e3 MaNbIO3UINHA MaruCTPATBHBIX COCY/IOB,;
b — ¢ Manbno3uimen MarucTpaabHbIX COCY/IOB;

2. Manbnosuius 6e3 CriSS-CrOSSIEro4HbIX apTepHuit:
A —0e3 MaNbIIO3UIIUNA MaruCTPAIBHBIX COCYIOB,;
b — ¢ Manbno3uimen MarucTpagabHbIX COCYIOB.

Kunaccudguxkanusi aHOMAJIBLHOI0 OTXO0KICHUS
JIETOYHOM apTepHUH OT BOCXOASIIEH a0PThI

1. W3onmpoBaHHOE aHOMAJILHOE OTXOXIEHNUE IPABOM JIETOYHOM apTepuu
OT BOCXOJSILEH a0PTBHL:

1.1. 0e3 ero4HoO runepTEeH3UU B JIEBOU JIETOYHON apTepuH;
1.2. ¢ nero4Hoi runepTeH3UeH B JIEBOW JIETOYHOU apTEPHH,

2. H3oaupoBaHHOE aHOMAJILHOE OTXOXK/ICHUE JIEBOH JICTOUHON apTepun
OT BOCXOJISIIIIEN aOPTHI:

2.1. 0e3 JIerO4YHOM TUMEPTEH3UH B IIPABOH JICTOYHOW apTepHUH;
2.2. ¢ JeroyHo# TUIEPTEH3UEH B MPaBO IETOUYHOM apTepuu,;

3. AHOManbHOE OTXOXKJEHHUE MPABOU JIETOYHON apTepHH OT BOCXOIAIICH
A0PTHI B COUETAHUU C BPOXKIAECHHBIM IIOPOKOM CEpLA:

3.1. ¢ yMeHbIIEHHBIM KPOBOTOKOM B KOHTPAJIATEPATILHOM JIETKOM:
3.1.1. Ge3 cTeHO3a JIEeBOM JIETOYHOU apTEPHH;
3.1.2. co CTEeHO30M WJIM TUTIOTUTa3UeH JICBOM JIETOYHOM apTepuH;
3.2. C HOpMaJIBHBIM WA YBETUYCHHBIM KPOBOTOKOM
B KOHTpaJIaTepaIbHOM JICTKOM:
3.2.1. Ge3 neroyHoi TUIEPTEH3NH,
3.2.2. ¢ nero4Hou TunepTeH3ueH;

4. AHOMaJIbHOE OTXOKJICHHUE JIEBOM JIESTOUHON apTepru OT BOCXOSIICH
AOpThI B COUETAHUU C BPOXKJICHHBIM MTOPOKOM CepAlla:

4.1. c yMEHbBIIEHHBIM KPOBOTOKOM B KOHTpalaTepaJbHOM JIETKOM:
4.1.1. Ge3 cTeHO3a MPABOM JIETOYHOM apTepuHu;
4.1.2. co CTEeHO30M WM TUIIOIIa31uel MPaBOH JIETOYHON apTepUH;
4.2. c HOpPMaJbHBIM WM YBETUYEHHBIM KPOBOTOKOM
B KOHTpaJlaTepaIbHOM JIETKOM:
4.2.1. 6e3 JIerOYHOM TUIEePTEH3UH,;
4.2.2. c Iero4HOi runepTeH3HeH.
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JIMarHOCTHKA PeAKHX BPOKACHHBIX AHOMAJIMI JIETOYHBIX apTEePHH
Knunuueckas xapakmepucmuxa 601bHbIX .

Hacpimienue aprepuanbHON KPOBU KUCIOPOJAOM HPU MEPBUYHOM MOCTYI-
geann 'y 55 0ompHBIX ¢ OOJIA UM yMeHbIIEHHBIM KpPOBOTOKOM B KOHTpa-
JatepanibHOM JierkoMm coctaBmiio 72.2+13.4% ¢r 34% no 94%). B 3aBucu-
MOCTH OT CTENEHU BBIPAKEHHOCTH apTEPUANBbHON THUIIOKCEMUU MAIUEHTHI

ObLTH pacrpezesieHbl Ha 4 rpymisl (Tadm. 1).

Taéauma 1

Pacnpenesenne nanuenToB ¢ OOJIA u BIIC ¢ yMeHbIIEHHBIM JIETOYHBIM
KPOBOTOKOM B 3aBHCHMOCTH OT CTelleHH apTepHaJbHON THNOKCEeMUH

I'pynna Hroro %

* | rpynna (6osee 85%) 6 11
e |l rpynma (75% - 84%) 18 33
* |l rpynma (65% - 74%) 21 38
* IV rpynma (MeHee 65%) 10 18
Bcero 55 100

B cootBercTBHM ¢ 3TUM pachpenenacHuem coctosaue 6 (11%) uz 55
OOJBHBIX COOTBETCTBOBAJIO OTHOCUTEIBHO YAOBIETBOPUTEIHHOMY, COCTOSHHE
18 (33%) 6osmpHBIX — cpemHeit Tsbkectd, Tornaa kak y 31 (56%) nmarnuenta
CTENEHb apTepUaIbHON TUIOKCEMHH COOTBETCTBOBAJA TSDKEIOMY M KpailHe
TSOKEJIOMY KIMHUYEeCKoMy cocTosiHuio. Pacmpenenenue 12 OonbHBIX €
OOJIA u BIIC ¢ HOpManbHBIM WM YBEJIMYEHHBIM KPOBOTOKOM B KOHTpa-
JaTepaibHOM JIETKOM B 3aBUCUMOCTH OT CHCTOJIMYECKOro JaBieHuss B JIA
npenacraBieHo B Tabmuue 2. Cucromumdeckoe napineHue B JIA B oOmieit
rpynmne (N=12)coctaBmio 79.4+32.3vm pT. CT.

B 3aBHCHMOCTH OT CTENeHH BBIPAXEHHOCTH apTepUaIbHOW THUIIOKCEMUU
10 6onbubix ¢ MJIA u BIIC ¢ yMeHBIIEHHBIM JIETOYHBIM KPOBOTOKOM OBLIU
pacnpenenensl Ha 4 rpymmbl (tadn. 3). CocrostHEe OOJBIIMHCTBA MAI[MCH-
toB (70%) ¢ MJIA ¥ yMEHBIICHHBIM JIETOYHBIM KPOBOTOKOM TIO CTENEHH

apTCpHaHLHOﬁ T'HIIOKCEMHH COOTBETCTBOBAJIO CpC,Z[HCﬁ TAXKECTU U TAXKCIOMY.
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Tabauna 2

Pacnpenesnenue nannentos ¢ OOJIA u BIIC ¢ HopMajbHBIM
WM YBeJIMYEHHBIM KPOBOTOKOM B KOHTPAJIaTepalbHOM JIerKOM
B 3aBHCHMOCTH OT CHCTOJIMYECKOro AaBjeHus B JIA

I'pynna OIIA | OJUJIA | Htoro %
* | rpynna —c HOpMaJBHBIM JaBJeHHeM B JIA 2 ) 2 17
* |l rpynna —c navaasHoii JII' (30% - 50%) B 1 1
e |l rpynma —c¢ ymepennoii JII' (51% - 70%) B 1 1 8
* |V rpynna — ¢ Beicokoii JII' (cBbime 70%) 6 2 8 67
Bcero 8 4 12 100
Tadanua 3

Pacnpenesnenne nanuentoB ¢ MJIA u BIIC ¢ yMeHbIIEHHBIM JIETOYHBIM KPOBOTOKOM
B 3aBHCHMOCTH OT BapuanTa MJIA u cTenenn aprepuajbHOH IMIIOKCEMHUH

TFigge C cri‘]slsl;cross Be3 chiIs;-cross Hroro %
* | rpynna (60Jee 85%) 1 1 2 20
* |l rpynma (75% - 84%) 3 1 4 40
e Il rpymma (65% - 74%) 2 1 3 30
e IV rpynna (MeHee 65%) 1 - 1 10
Bcero 7 3 10 100

Pacripenenenne 9 mauuentoB ¢ MJIA u BIIC ¢ yBenu4eHHBIM JIETOYHBIM

KPOBOTOKOM B 3aBHCHUMOCTH OT BapHUaHTa MJIA u cTeneHu JIETOYHOMU

THIEPTeH3UH TpejacTaBieHo B Tabim. 4. Y 67% (Nn=6) GonbHBIX HMeENach

BBICOKAsI CTEIICHb JICTOYHOM THIICPTCH3UU (MCI[I/IaHa BO3pacTta -

4 wmec.).

Cucronuueckoe naBienue B JIA B obOmeid rpynme (N=9) cocraBuiIo

78.7+22.2vMM PT.CT. IPU CUCTOIUYECKOM JaBieHuu B aopte 94.4+9.3um pr.cT.

Tabéauuna 4
Pacnpenenenne manuento ¢ MJIA B 3aBucumMocTu
ot BapuanTa MJIA M cTreneHnu j1ero4Hoil runepTeH3un
C criss-cross | be3 criss-cross o
I'pynna JIA A Hroro )
* | rpynna —c¢ mavaabnoii JIT' (30% - 50%) - 1 1 11
e |l rpynna — ¢ ymepennoii JII' (51% - 70%) 2 - 2 22
e Il rpymma — ¢ Bbicokoii JIT' (cBbime 70%) 4 2 6 67
Bcero 6 3 9 100
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Bo Bcex Hammx ciydasx AOJIJIA oT Bocxopsiieil aopThl COYETAIOCH C
BIIC u yMeHbIIIEHHBIM KPOBOTOKOM B KOHTpajaTepalibHOM JierkoM. Hachiie-
HUE apTepUAIbHON KpPOBU KHCIOPOJAOM IMPH MEPBHYHOM TMOCTYIUICHUU Y
0onpHBIX cocTaBmio 73.6+£13.6% ¢r 51% no 96%). Y GompmuncTBa (86%)
HAIMEHTOB 3TOT Moka3areib Obl1 MeHee 80%. Toapko y 1 6oabHOro (14%) ¢
AOJIJIA B coueranuu ¢ T® u OAII HacellieHHe apTEpUATIBHON KPOBU KHUCIIO-
ponoM coctaBmiio 96%. B 3aBUCMMOCTH OT CTENEHM BBIPAKEHHOCTU apTe-

pHANBHON T'MIIOKCEMUH MAIMEHThI ObLIN pacipeaeacHsl Ha 4 rpymmnsl (Tadi. b).

Tadauuna 5
Pacnpenesenne nannenTos ¢ AOJLJIA ot Bocxoasimeii aopthl 1 BIIC ¢ yMeHbIIEHHBIM
JIETOYHBIM KPOBOTOKOM B 3aBHCHMOCTH OT CTENCHH apTEePHAJIbLHOH IMIIOKCEMHHU

I'pynma Hroro %

* | rpynna (60aee 85%) 1 14
e Il rpynna (75% - 84%) 3 43
e Il rpynna (65% - 74%) 2 29
* IV rpynna (menee 65%) 1 14
Bcero 7 100

B cooTBeTcTBUM € O3TUM paclpeiesieHHeM KIMHUYECKOE COCTOSHUE
71% 6onbubIx ¢ AOJIJIA ot Bocxonsiei aoptel U BIIC ¢ ymeHbIIEHHBIM
KPOBOTOKOM B KOHTpajaTepajJbHOM JIETKOM TIO CTETNEeHH apTepUuaIbHOM
T'MIIOKCEMHUH COOTBETCTBOBAIO CPEAHEH TsHKeCTH U Tsokeiaomy. Y 6 (86%)
u3 7 6ompHBIX ¢ AOJIJTA B wuncuiarepaJibHOM (JICBOM) JIETKOM JIerO4YHas
runeptens3us cocraBmwia 100%, y 1 mamuenta (CO CTEHO30M YCThSI JIEBOM
JIA) cTeneHb JIerOYHON THIIEPTEH3UHU paBHs1ach 84%.

Penmezenonozuueckoe ucciedosanue. AHanu3 peHTreHOTpaMM OBLIT MPO-
BesieH y 36 6onbHbIX ¢ OOJIA u BIIC ¢ ymMeHBIIEHHBIM JIETOYHBIM KPOBOTO-
koM u y 6 mamuentoB ¢ BIIC u yBenMueHHBIM KPOBOTOKOM B KOHTpa-
JaTepaibHOM JIETKOM. Y OOJIBHBIX C OTCYTCTBUEM JieBoM JIA acummerpus

IPYAHOW KIJIETKM B BHUJE CYKEHHUS MEXKPEOEPHbIX MPOMEKYTKOB ClieBa
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ormeuamack y 21 (57%) manumenta. OOemHEHHE JIETOYHOTO PHUCYHKA C
UTICHIIATEPAIbHON CTOPOHBI OTMEYAIOCh y BCEX, 32 HCKIIOYEHUEM OJHON
narmeHTku. B 12 (32%) ciydasix JIeTOYHBI PUCYHOK OBLI CHMMETPHYCH
u odemHer. Y 13 (35%) O00ybHBIX KOPEHb MPABOTO JIETKOTO OBLT HOPMAailb-
HBIX pa3mepoB, y 15 (41%) apyrux — oH ObUI HENPAaBHJIBHO CPOPMHUPOBAH
U W3MEPHTh €ro He TPEACTABISLIOCh BO3MOXHBIM. Y 9 (24%) GonmbHBIX
c areHesuer yeBor JIA M BpOXICHHBIM OTCYTCTBHEM KianaHa JIA KopeHb
PaBOrO JIETKOTO ObUI 3HAYMTENFHO pACIIMPeH W BO BCEX CIy4yasx He
muddepennmpoBancs. CMmerieHne cepaiia U OpPraHOB CPENOCTEHUS B UIICH-
JaTepaibHyI0 CTOPOHY oTMedanoch y 24 (65%) namuentoB ¢ ArJIJIA.
3amagenue nyru JIA mo 5eBOMy KOHTYpY CEpACYHONl TEHU HMENoch y 22
(59%) Oonpubix. Y 15 (41%) mamueHToB cepiaiie OBLIO CMEMICHO M POTH-
poBaHO, Tamusi ero mpu dToM He nuddepeHmpoBantach. Y Bcex OOIBHBIX
IpPU UCCJIENOBAHUHM B KOCBIX MPOEKIMSX OTMEUAJOCh YBEIMYCHHUE TPABBIX
ornenoB cepaua. IlpaBonexarias ayra aopThl HaOmogamacek B 18 (49%)
ciayvasx. Y nauumeHToB ¢ OOJIA m yBeIMYEHHBIM KPOBOTOKOM B KOHTpa-
JaTepalbHOM JIETKOM BBISIBJICHBI. BBIPAXXEHHOE YCHJIEHHWE COCYIHCTOTO pPH-
CyHKa B KOHTpajaTepaJibHOM JIETKOM W OO€JHEHHWE €ro B HIICHIaTepalib-
HOM JIeTKOM, BbIOyxaHue nyru JIA 1o neBOMy KOHTYPY CEpACYHON TEHHU.
Beruucnenne KTU y 6onbnbix ¢ T® u ArJIJIA nmokazano, yro BenmumHa KTU
paBHa 0.62+0.14a unaeKCUPOBaHHBIN 00BEM cep/illa COCTABHII 452+74cmIm?
(161+25% ot HOpMBI). YV Bcex OombHBIX ¢ ATIIJIA oTMeuanack acHMMETpHS
TPYIHON KJIETKH W JIETOYHOTO pUCyHKA. KOpeHb IIeBOTO JIeTKOro OBLT pac-
IIMPEH U HETIPaBUIBHO COPMUPOBAH, MPABOTO — HE AUPPEpEeHInPOBATICS.
Pentrenosnoruueckoe uccienoBaHue, MpoBeAeHHOE y 19 manmueHToB C
MJIA, BbISIBUIIO JekcTpakopauio ¢ Situs solituss 1 ciydae, B OCTalIbHBIX
HAOMIOACHUSAX OBUIO HOpMaidbHOE (OPMUPOBAHWE W BHYTPUTPYIHOE PACIIO-

noxenue cepaua. Y 10 6onpabix ¢ MJIA B coueranuu ¢ JIMXII u creHo3om
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JIA  ormeyanoch OO€AHEHHME JIETOYHOTO PHCYHKAa 3a CUET apTepUaIbHOTO
pycia, CBS3aHHOIO C YyMEHbIIEHHEM JierouyHoro kpooroka. Y 5 (50%)
NAIMeHTOB 93TOM TPYMNIbl KOPHH JIETKUX ObUIM HOPMAaJbHBIX pa3MepoB. Y 1
nanueHtkn ¢ JAMIKII u creno3om JIA onpeaensnocs HE3HAYUTEIBHOE pac-
HIMpeHUe KOpHEW Jerkux, a B 4 HaOJIIOJeHHSIX KOPHHM JIeTKHX He audde-
PEHIIMPOBANINCh, TaK KaK OHU OBbUIM MPHUKPBITHI TEHbIO cepaua. Borumc-
genue KTH y »3Tux OONBHBIX TMOKa3ajlo, YTO €ro BeJWYMHA COCTaBUJIA
0.54+0.08,a unnexcupoBaHHBIM 00beM cepjlia 1o bapauny - 447164CM3/M2,
9T0 c0O0TBEeTCTBOBANO 158+23% oT HopMmbl. Y Bcex 9 GompHBIX ¢ MJIA B
couetanun ¢ BIIC u yBelMYEHHBIM JIETOYHBIM KPOBOTOKOM BBISIBIICHO
BBIPQXEHHOE YCHJICHHE JIETOYHOIO PUCYHKA 3a CUET apTepUalbHOrO pycia.
BriObyxanue nayru JIA mo 7neBoMy KOHTYpY CepJAE€YHOM TEHU pa3HOU
CTCTIICHH BBIPAXKECHHOCTH OTMedeHo y 6 (67%) mamuentoB. Y 5 (55%)
OONBHBIX ASTOW TPYNIbl KOPHMU JETKUX ObUIM pacimupeHsl, y 4 OOJbHBIX
KOpHM JIETKMX He JIud(epeHlnpoBaInCh, TaK KAaK OHU ObUIM MPUKPHITHI
teHpto cepaua. KTU B »stoit rpynme coctraBun 0.60+0.07, unnexkcupo-
BaHHBIH 00BeM cepaua mo bapauay - 493+55cm/m® (174+19%0T HOPMEI).
Takum oOpa3oM, aHajau3 PEHTIEHOJIOTMYECKOW KapTHUHBI Maybno3uiuu JIA
HE BBISIBUJI XaPAKTEPHBIX IPU3HAKOB 3TOW BPOKAECHHON aHOMAIINK JIA.
Pentrenonorudeckoe Mccie0BaHUE TMPOBEJECHHOE y BCEX MNAIMEHTOB C
AOJIJIA ot Bocxopsmied aopThl MMOKa3ajl0 HAJIWYUE BUCLEPOATPUATILHOTO
situs solitusc neBokapaueii. Y 6 u3 7 OOJMBHBIX ATOW TPYIHIBI OTMEYaIach
aCUMMETpPHSI JIETOYHOTO PpHUCYHKAa C pa3HHIEH B BacKyJSpU3ALMHU JIErod-
HBIX TOJIEW T.e. YCHJICHHE JIETOYHOTO PHCYHKa JIEBOTO JIETKOTO W OOenHe-
HUE JIETOYHOTO PHUCYHKAa NpPaBOro Jierkoro. JIumb y oaHONW 8-MecsyHOM
neBouku ¢ AOJUIA, T®d, OAIl u BBICOKOH JErO4YHOW THUNEPTEH3UEH B
000MX JIETKHX BBISBJICHO JBYXCTOPOHHEE YCHJIEHHE JIETOYHOTO apTepHalib-

HOT'0 PHUCYHKA. Yy 3 MNaqMCHTOB BbIABJICHA ACUMMCTPUA KOpHCﬁ JICTKUX.
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Y3KUH € KOHTPAJATEpPaJbHOM CTOPOHBI M PACUIMPEHHBIM C MICUIIATe-
panbHOM cTOpoHBI. B 3 HaOmo/eHHSIX KOpHU JeTkux He auddepeHimpo-
BaJMCh, TaK KaK OHU OBUIM TPHUKPBITHI TEHBIO YBEIWYECHHOTO B pa3Mepax
cepana. Y mamueHTku ¢ AOJIJIA B coueranun ¢ T® m OAII (mpaBocTto-
POHHUM) KOPHHU JIETKUX OBUIM pPACHIMPEHbl U <«aMIyTHPOBaHBI». B 3TOM
HAOMIOACHUM OTMEYanoch BbIOyxaHue nyru JIA 1o JneBOMy KOHTYpY
CEepIEUYHON TEeHM, TOrJa KakK B OCTAJbHBIX CIydasX BBISIBICHO 3amajicHue
nyru JIA, xapaktepnoe mis BIIC ¢ oOCTpykiuei JeroyHOMy KpPOBOTOKY.
Bemmunna KTU cocraBuna 0.66+0.08.

Ixooonnaepkapouozpagpuueckoe uccieoosanue. IxoKI' wuccienoBaHue
Ob10 BBIIONTHEHO BceM 67 OGompHbIM ¢ OOJIA B coueranmu c BIIC.
[TatornomoHnyHbIMH ~ DxOKI-npusznakamu OOQOJIA  SBIAIOTCS  OTCYTCTBHE
Buzyanuzanuu Ooudypkanuu JIC u oanoii u3z JIA. Cambimu uHbOpMaTHB-
HBIMU MPOEKIUAMH JUIsl BBIABICHUS JaHHOTO MpU3HAKa SBIAIOTCA. Mapa-
CTEpHAJIbHASI MPOEKIUA Mo JIMHHOW ocu JIA M Mo KOPOTKOM OCH aopThl,
C MoAO0OpPOM WHIWBUIYAIBHBIX TMPOCKIWNA CKaHupoBaHUs. [[BeTHOE momruie-
POBCKOE KapTUpOBaHUE B HATUX MPOCKIMSAX HATISJHO JIEMOHCTPHUPYET
Hanuuue KpoBoToka B JIC um Ttonpko B omHoit JIA. CympacrepHaibHas
MNPOEKIHS MO JJMHHOW M KOPOTKOW OCH MAruMCTPajbHBIX COCY/AOB, TaKXKe
MO3BOJISIET BU3YaJIM3UPOBATh, Kak 001acth Oudypkauuu JIA, Tak u ee BETBHU.

Bcem 19 6onbabiM ¢ MJIA B coueranuu ¢ BIIC Obuto BeimosHeHo DX0KT
uccienoanue. IlarorHoMmonnuHbiM  OxoKI'-mpusnakom MIIA  aBisiercs
OTCYTCTBHUE BHU3yaJIM3allMM TUNUYHOW OudypKaluuu JEroyHOro CTBOJIA, IPH
KOTOpPOM OTCYTCTBYET OJHOBpEeMEHHas Buzyanusamus obemx JIA B oOmactu
oudypkaruu. CampiMu  HHPOPMATHUBHBIMA TPOCKIUSMHU 1T BBISBIICHUS
JAHHOTO TMpHU3HAKa SBJISIOTCS. MapacTepHalbHAass U CylpacTepHalbHas
NPOEKIMHU MO JIMHHOM ocu JIA ¢ moliydeHHeM MOCIeq0BaTEIbHBIX CEKTO-

paJIbHBIX M300paKkeHHi (Cpe30B), TMO3BONSIIOIIMX BH3YaJIM3HUPOBATh IPO-
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CTPAHCTBEHHOE B3aHMMOPACIIOJI0KEHUE MECT OTXOXKICHHUS U CIIEIOBaHUS
JIA. LIBeTHOE AOMNIUIEPOBCKOE KapTUPOBAHUE B 3THX MPOEKIUAX IO3BOJIMIO
HaM BHU3yaJIH3UpOBaTh HAJIM4YME KpOBOTOKa B JeBoi JIA, mnepecekaronieit
npoekuuio npasoi JIA.

9x0KI" uccinenosanue ObLI0 BBIITOIHEHO BceM 00abHBIM ¢ AOJIJIA. Ila-
TOorHOMOHUYHBIMU ~ OXxOKI -puznakamu AOJIA oT Bocxoasmieil aopThl
SBJIAIOTCSI: OTCYTCTBHE BHU3yaju3allMk Ou@ypKalMy JIETOYHOTO CTBOJA U
onHo u3 JIA; mpomoyKEHUE 3XOCUTHala OT CTEHOK BOCXOJAIIEW aopThl B
aHomasibHO otxonsmyto JIA. CambiMu WHGOPMATUBHBIMH JOCTYIIAMH IS
JUArHOCTUKU  OTCYTCTBUS Oudypkauuud SBISIOTCS  MapacTepHAlbHAs U
cympacTepHajbHasi MPOEKIMU MO JIMHHOW ocu JIA ¢ mogbopom WHIAMBU-
OyalbHBIX TPOEKIUN CKaHUpOBaHUs. L[BeTHOe IONIIEPOBCKOE KapTUPOBa-
HUE B JTUX MPOEKIUAX NEMOHCTPUPYET Hanuuue KpoBoToka B JIC M TOJIBKO
B oxHoil JIA. [Ins Bu3yanuzanuu aHoMmaibHOro OTXoxJeHus JIA or Bocxo-
el aoptel Hanbosee HHPOPMATUBHBIM SIBJISIETCS BBICOKHMH mapacrtep-
HaJIBHBIM JIOCTYII C BBIBEJECHHUEM JUIMHHOM OCH aopThl. BwICOkas mapacrep-
HalbHas M CyOKOoCTanbHas NpoeKuuu mo JuHHON ocu JIA BeuBmsior JIC
¢ enuHcTBeHHON JIA, B TO Bpemsa kak napyras JIA OTXOAUT OT BOCXOJISIIECH
aopThl. l[BeTHOE MOMIUIEPOBCKOE KAapPTHPOBAHHWE JJA€T BO3MOXHOCTH (DUK-
CHUpOBaTh HAIIPaBJICHHE KPOBOTOKOB MEXIy Bocxoasmen aoprol u JIA B
3aBUCUMOCTH OT HaIpaBjeHUsi cOpoca KPOBU M AHATOMUU MOPOKA.

Takum oOpa3oMm, yuYWTHIBas BBIMICTIPUBEACHHBIE 3XOKapauorpadu-
YecKrue MpU3HAKU BPOXKIEHHBIX aHoManui JIA, yxe mpu o0bryHOM Ix0KI
MCCIIEIOBAHUU BO3MOXHO JUArHOCTUPOBATH 3TH MOPOKH.

Penmeenoxupypzuueckue memoowt uccieoosanus (Kamemepusayus no-
aocmen cepoua u anzuokapouozpagusn). Y Bcex mnaruentoB ¢ OOJIA,
HaOmonaBmuxcss B Hamem LlenTtpe (N=67), BBIOJNHSAIACH KaTeTEpH3aIUsI

nosoctedt cepana u  AKI, BxiroyaBmias mpaByl0 BEHTPHKYJIOTrpaduro,
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CEJICKTUBHYIO JIETOUHYIO0 aptepuorpaduio u aoprorpaduio. B 98.5%
cinyqaeB (66/67) OOJIA ObL10 JUArHOCTHPOBAHO 10 omepainuu. [IpaBas
BeHTpUKylnorpagus wu/wmm  nerodHass aprepuorpadusi JI€MOHCTPUPOBaIa
cinenyromme AKI' nmpusnaku, xapakrepusle misgs OOJIA: orcyTcTBHE BU3Yya-
mu3auuu - Oudypkauuu ©W oaHoM w3 JIA, TOpU  KOHTPAacCTUPOBAHUU
npsimoro coobmenuss mexay BOIDK wu JIC ¢ kontpanarepanbHOi JIA.
Jlnst  geTanbHOrO  M3Y4YEHHMS COCTOSIHUSL  JIETOYHO-apTEepPUAIBHOIO — pycia
nH()OPMATUBHON SBJISIETCS CeleKTUBHas aHruorpadus u3 JIA B akcuanb-
HO 1 OOKOBOM MPOEKITUSAX.

AHruorpadus 3aKJIMHUBAHUA JEBbIX JIETOYHBIX BEH C MaHYaJIbHBIM BBEJIE-
HUEM KOHTPACTHOTO BellecTBa Obula BhIMOJMHeHAa y 1 mammenta (7 Mec.)
c arenesuert JIJIA um JAMIXKII. V pebGenka peTporpagHo KOHTPAaCTHUPOBAH
BHYTPHWJIETOYHBIN cerMeHT JieBoii JIA (d=4MM) C ee 10JIeBbIMH BETBSMHU.

VYV 18 (95%)u3 19 nmanueHToB ¢ Manbo3unuer JIA BBIIONHSIACH KaTeTe-
puzarua nosioctet cepana u AKI. Tlpu karerepusamuu JIA y OOJBHBIX €
MaJIbIIO3UIMe u CriSS-CrossJIA karerep w3 mpaBod wactu JIC mpoxommn
B neByto JIA, a u3 yeBoM yacTh — B IpaBylo JIA; y manueHTOB € MajblIo-
sunmen 0e3 Criss-CrossJIA karterep M3 IUCTANIbHOrO (BEpXHEr0) CerMeHTa
JIC npoxomwit B JIJTA, a u3 npokcumanbHoro (HIKHEro) cermenTa — B [1JTA.

[lpaBas BeHTpukynorpadus wu/wim Jerounas aprepuorpadus JTeMOH-
ctpupoBana cueaytomue AKI-npusznaku wanbnosunuu JIA:  oTcyTcTBHE
tunuuHoi Oudypkamuu JIC u aHomManbHOE B3aMMOPACIONIOKEHUE TMPaBOM
u neori JIA. Ilpu mampmosunuu ¢ Criss-crossJIA ycree JIJIA pacmona-
raercs crpaBa U CBEepXy IO OTHOIIeHHI0 K ycThio I1JIA, pacnonoskeHHOMY
ClIeBa M CHHU3y — 3TO co3ziaeT mepekpecT (CrisS-CrossyIA Ha myTw K COOTBET-
CTByIOIIMM (OJJHOMMEHHBIM) JIETKUM. [IpH pe3Ko BBIPAKEHHOW THUIOILIA3HH
JIETOYHOTO apTEepUaJbHOTO pycia ST MNPU3HAKK HA aHTHMOKapAHOrpaMMme

nposBIsAlOTCA Jjydie. [lpu manpmosunuu 0e3 Criss-CrossJIA ycrthe neBoi
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JIA pacnonaraercs CBepxXy M CIEepeau II0 OTHOWIEHWIO K npaBou JIA,
JIETOYHbIE apTEPUH HAMIPABIISAIOTCS K OJTHOMMEHHBIM JIETKUM 0€3 mepeKpecTa.

Karerepuzamus mosocteit cepana m AKIT BeimonmHeHa y BceX OOJBHBIX
¢ AOJUIA ot Bocxomsameit aoptel. IIpu AOJIJIA oT Bocxonsmed aopTbl
KaTeTep M3 MPaBOro KEIyAouKa MPOXOAUT B JIETOUYHBIA CTBOJ M TOJIBKO
B KOHTpanarepaibHyto (mpaByroo) JIA; mpoectu karerep u3 JIC B wuncu-
ndarepanbHyio (1eBywo) JIA wHe ymaerca. Ilpu srom B JIJIA katerep
OPOXOJUT W3 AaOPThl, a KOHTPACTHUPOBAHUWE €€ U3 BOCXOJAIIEH aopThI
NO3BOJISIET YCTAHOBUTH MECTO €€ aHOMaJbHOIO OTXO0XJeHusd. CHUcToIu-
yeckoe aasieHue B IIJIA y 6 u3 7 marmuentoB coctaBmwio 21.3+5.8Mm pT.CT.
Y 1 nanuentku ¢ T®, AOJUUIA ot Bocxonsmeit aoptel u OAIl cucronu-
yeckoe nasinenue B IIJIA cocraBuiio 78 mm pr.cT. M3-3a cOpoca KpOBH
yepe3 mnpaBocTtopoHHUt OAIl (mpu CUCTONMYECKOM [aBJICHUU B aopTe H
JUTIA paBHOM 79 MM pt. cT.). CHCTONMYECKOE IaBJICHHWE B aHOMAIBHOU
JJA 'y 6 u3 7 GonbHBIX OBUIO paBHO cUCTEeMHOMY. Tojbko y 1 GoibHOTO
CO CT€HO30M YycThsl JieBoM JIA  CHCTONMYECKOE JaBIIEHWE B OTOM
aHoManbHO oTxoasmend JIA cocraBumo 67 MM pT. CT., OpPU CHUCTOJIU-
yeckoM JaBjieHuH B aopte 80 Mm pT. cT. (rerouynas runeprensus 84%).

Y Bcex [/ mnauumeHToB BbIABIEHB AKI-ipu3Haku, XapakTepHble s
aHOMAJIBHOTO  OTXOXJeHuss JeBod  JIA  or  Bocxoasieid  aopThi:
OTCYTCTBHUE BHU3yalM3aluud OudypKaluuMd JEroyHoro crtBosia u JieBod JIA,
Opu  KOHTPACTUPOBAHUM  NOPSIMOTO  COOOIIEHUS  MEXIY  BBIBOJHBIM
OTJICJIOM IPABOIO XKEJTyI0YKa U JISTOYHOTrO CTBOJA ¢ mpaBoit JIA (mpu mpaBoii
BEHTpUKyJIorpapuu wu/uiam JEerodHo aprepuorpaduu); KOHTPACTUPOBAHHE
aHomanpHOM JieBoM JIA, oTXondiied OT BOCXOASIIErOo OTAEIa aopThl K
JeBoMy JierkoMmy (mpu JIeBOW BEHTpuKysnorpaduu wu/wim aoprorpadun).
Mnunexc Nakatas oGuteit rpymme 6bu1 paBen 301+62mm%/M°, Meanana Z-SCOre

0T HOpMaJIbHOU BeanunHbl nHAekca Nakatapasusuiacs -0.9 (-3.1; +1.3).
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Xupypruyeckoe JieyeHHe peAKUX AaHOMAJIUM JIETOYHBIX apTepHH
U COYETAIONIUXCS ¢ HUMH BPOK/I€HHBIX MOPOKOB cepana

Oonocmoponnee omcymcmeue nezounoii apmepuu. 3a nepuon ¢ 1983 no
2012 rr. B8 HIHCCX wum. A.H. bakyneBa 29 OombubiM ¢ OOJIA Obutn
BBINIOJIHEHBI Pa3fUYHble MAJUIMATUBHBIE BMEIIATEIbCTBA. Y BCEX MAIlMEHTOB
orcyrctBoBania JjieBas JIA u comyrctBoBasin BIIC ¢ obenHeHHBIM Jjerou-
HbIM KpoBoToKOM: T® (N=26), orxoxmenue aoptel U JIA or IDK co
creHozoM JIA (n=3). Meauana Bo3pacra OOJBHBIX cocTaBuwia 2.6 roja
(ot 40 nmmert no 37 ner). HexoTophle TAaIMEHTHl HYXXIAJIWMCh B BBITIOJHE-
HUU TOBTOPHBIX MaUIMATUBHBIX onepanuil. Tak, 29 nmamumentam ¢ OOJIA
B couetanuu ¢ BIIC m yMeHBIIEHHBIM KPOBOTOKOM B KOHTpajaTepagbHOM
JeTKOM TIpou3BeseH0 42 TnaMaTHBHBIX BMemmareiabcTBa (9  OOIBHBIM
BBIMIOJIHEHO OT 2 J0 4 mnawmatuBHeIX onepanui). lllectHamuaTtu
narueraTam  (53% ciydaeB) Tmoclie TAJUTMATHBHBIX BMEIIATENLCTB  OblIa
BBITNIOJIHEHA paJiiKajabHas Koppekius conyrcrByromux BIIC.

CUCTeMHO-JIETO4YHbIE aHACTOMO3bl OBLIM  BBIMOJIHEHB 13 OOJIBHBIM.
B 11 cayuasx orcyrctBue JIJIA coueranoce ¢ T®, B 2 HabmoaeHUsX -
¢ orxoxaenuem aoptel U JIA ot IIK co creno3zom JIA. Menuana Bo3pacta
OTIEpUPOBAHHBIX OOJBHBIX cocTaBmwia 1.8 roma. B pesynbraTe BBITOTHEHUS
HIYHTUPYIOIIMX ONepaluid HACBIIIEHUE apTepUalbHON KPOBH KHCIOPOJIOM
y 6onbHbIX ¢ OOJIA moctoBepHO yBenuuuioch ¢ 65.4+9.6% o0 82.3+7.5%
(p<0.01). JlerampHOCTH HAa TOCIHUTAJIBPHOM JTale IIOCIAE BBIMOTHCHHS
CJIA otcyrcrBoBasia. M3 HeneTalbHBIX MOCIEONEPAIIMOHHBIX OCI0KHEHHM
OblJa OTMEYEeHA BBIPAKEHHAS JbIXaTelbHAsh HEIOCTATOYHOCTH B 1 ciydae.
[MpogomxurensHocTh  (pyHKkunoHupoBanusi CJIA cocraBuna 4.5+3.2 rona.
Papukanbnas koppekius T y OOJIbHBIX A3TOM TIpynmbl ObLIa BBHITOJHEHA
B 9 u3 13 caywaeB (69%). MHTEepBa)l MEXIy NIYHTHPYIONIUMH OIepa-

musimu 1 PK coctasui 4.6+3.9ner.
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Pexonctpykumst BOIDXK 6e3 3akpeitust JIMXKII 6p11a Bemmosinena 17 mamm-
entam ¢ otcyrctBueMm JIJIA. B 15 nabmoaenusx arenesus JIJIA coueranach
¢ Td, B nByx - ¢ orxoxaenueM aoptel u JIA ot IDK co crenozom JIA.
Menunana Bospacta OonbHbIX coctaBmia 4.0 roma. B 7 cmyuasx PIIOIDK
OblJla TpOU3BEJEHA IMOCIE MPEANISCTBYIONIMX MaJUIMATUBHBIX —OIepaluil.
B cBs3u ¢ HeagekBaTHBIM POCTOM JIETOYHO-apTEPHAILHOTO pyclia |
HEJO0CTAaTOYHBIM KiIuHHYeckuM 3ddextom mepsoit PIIOIDK asym (12%)
oonbHbIM ¢ Td BeimonHeHa mnopTopHas namumatuBHas PIIOIDK. duametp
BOIDK, wu3MepeHHBII Ha ONEPALlMOHHOM CTOJIE, [OCJIE€ 3aBEpPLICHUS
PIIOITK, cocraBun 10.7+2.3 MM, mMenuana Z-SCOre oT JuaMeTpa KiamaHa
JIA B HOpme paBHsulack -1.5 (-2.9; -1.1),a BenMuMHA CHUCTOJIMYECKOTO
napinenuss B JIA coctaBuna 32.68.8 MM pT.CT., NpU CHUCTOJIMYECKOM
naBlieHuH B aopte — 96.1+9.6Gum pT. CT.

['ocniutanbHas JneranbHOCTh mocie namwmatuBHoM PIIOIDK cocrtaBuia
11.8% (2/17). HeneranpHble OCIOKHEHUS B OJIDKalIeM Iocieorepa-
IIUOHHOM Tepuojie BerpeTwiuch y 6 (40%) u3 15 BBDKMBIIUMX TAIMCHTOB.
Pamukansnas koppexkuus BIIC 'y Oonpubix, mnepenecmmx PIIOIDK,
obuta BeimosHeHa y 11 (73%) m3 15 BBDKMBIIMX HalMeHTOB. MHTepBan
mexay naumarueHo PIIOITK u PK cocraBun 3.1+2.1rona.

3a mepuoa ¢ 1972mno0 2012rr. paaukanbHas KOPPEKIUS COMYTCTBYIOIINX
BIIC 6puia Beimonnena 39 mamuentam ¢ OOJIA. boasubix ¢ BIIC u ymeHs-
IIEHHBIM JIETOYHBIM KpoBOoTOKOM OblT0 31, ¢ BIIC m yBenmndeHHBIM KpPOBO-
TOKOM B KOHTpajaTepalibHOM JierkoM — 8. PamukanbHas koppekuus TdD c
OOJIA BoimosiHeHa 25 mamueHTaMm, 9 u3 HuUX npousBeneHa nepsuuHas PK.
[lamnmatuBHBIE Omepany  BBIMOJIHEHB 16 mMmanmWeHTaMm:  OJHOSTAIHBIC
BMemiatenbcTBa, nepen PK, Obumm mnpousBenedsl 10 OGosbHBIM, MHOTO-
sTamHble — 6 manueHtaMm. VHTepBas MexAy NaUTMATUBHOW U PaJAMKaIbHOMN

oneparusamMu  coctaBun  4.1+3.5 roga. Meauana Bo3pacta OOJIbHBIX, Ha
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Bpemsi BoimonHeHus: PK coctaBuna 7.6 nmer. Pe3ynpTaThl KOIWYECTBEHHOMN
OLICHKHM JIETOYHO-apTEPUAJILHOTO pYyCja, BBIIOJHEHHbIE Y MNalMeHTOB ¢ T
u OJUJIA nmepen paaukanbHON KOppEKIUeEH, MpeacTaBieHbl B Tabnuie 6.

B cooTBeTcTBUM €O 3HAUYEHMSIMM HHJIEKCa KOHTpanarepaibHoil JIA u
Z-score UKJIA mnanumeHTsl ObUTM paszfeneHbl Ha 2 rpynmnsl. B mepByro
rpymny (n=20) Bkirouensl GompHble ¢ MKJIA > 200 mm?M° u Z-score
HUKJIA > -4; Bropyio rpymnny (n=5) cocraBuiau manmentsl ¢ MKJIA < 200
Mm*/m® i Z-SCOreMKJIA < -4,

Tadauua 6
AHTHOMeTpPUYECKHe NOKAa3aTeu y 00JIbHBIX ¢ TeTpaaoi Paniio
U OTCYTCTBHEM JieBoii JIA mepen pagukajJbHOH KOppeKuue

IMapameTtpsI M+SD Mun —Makc
e Al/uAo 1.22+0.15 1.1-15
e A2mAo 1.27+0.33 101-16
«  Bl/HAo 1.29+0.23 101-16
«  B2MHAo 1.42+0.39 1.09-2.15
e MHKIJIA 242447 174 — 366
e Z-scoreMKJIA, ME (95% JIN) -2.8 (-3.8; -1.8) (-5.2) - (+1.2)

B | rpymme Bemmumua MKJIA cocraBmma 259+37 mm/M% a MeamaHa
nokasarenss Z-score MKJIA pasusnace -2.6 (-3.4; -1.8). Hacelenue
apTepuaIbHOM KPOBH KHCJIOPOJOM Yy OOJNBHBIX O3TOM TPYHIBI COCTABHUIIO
84.4+5.3%. l'ocniutanpHas JIETAJbHOCTh TMOCHE pPaIUKaIbHOM KOPPEKIIMH
Td ¢ OOJIA B »srToM rpymnme ortcyrcrBoBaia. Bo |l rpynme BenuumHa
UKJIA cocraBmna 179+7.3 mm?/M°, a MeamaHa TmoKasatenss Z-SCOre
UKJA - -5.1 (-5.2; -4.8). Hachblienue aprepHalbHOM KpOBH KHCIIO-
pomoM y OOJNBHBIX BTOPOM TPYNIbI TEpen  Omeparueidl  COCTABHIIO
79.4+3.7%. Ilocne pagukadbHOW KOPPEKLUMH yMepia OJHa NalMeHTKa
¢ UKJIA paeiM 174 wmm?/m? mokasatenem Z-score UKJIA paBHbIM

-5.2 1 HachIIEHHEM apTepuaIbHON KPOBH KUCIOPOAOM paBHBIM 73%.
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O6wvem pexonctpykiuun BOIDK u JIA, mpu pagukaibHOH KOppEKLUU
Td ¢ OOJIA npencrasiaeH B Tabauie /. ['eMoauHaMUYecKHe pe3yJbTaThl
XUpypruueckon koppexkuuu y manueHToB ¢ Td u OOJIA, 3apeructpupo-
BAHHBIE B IIPOLIECCE HHTPAONEPALMOHHOIO W3MEPEHMsS MaBJIECHUs, CBUIE-
TEJIbCTBOBAJIM, B 1IE€JIOM, 00 aJ€KBAaTHOM YCTPAHEHHUU OOCTPYKIMH Ha IyTH
KPOBOTOKa B Mallblii Kpyr KpoBooOparieHus (tabi. 8). Jlumb y 2 GOIbHBIX
¢ orcyrctBuem JIJIA (MKJIA mepen paauMkaibHOM omepanyell COCTaBUI Y
mux 186 u 183 MMZ/MZ) COOTHOIIIEHUE CHCTOJIMYECKOrO [IABJIEHUS B
IIPaBOM M JIEBOM JKEIIyAOUYKax IIOCJIE paJuKadbHOM Koppekunmu T c
TpaHcaHHyJsipHOM T1actukor BOIDK u nerounoro crBosia 3amiatoit 0e3
moHocTBOpkH coctaBmiio 0.81 m 0.7 coorBercTBeHHO. ['paaneHT cHUCTO-

mnaeckoro aasienus mexay [DK u JIC atux 6onbHbIX paBHsics 50 MM pT.CT.

Taéauua 7
O0beM peKOHCTPYKIIMHU BBIBOHOIO OT/Ie/Ia MPABOI0 KeJIYI04YKa
n JIA npu pagukanbHoii koppeknuu Terpaasl @asmio ¢ OOJIA
O0beM peKOHCTPYKINH n %
PITIOIIK 0e3 niaactuxu BOIIK 4* 16
PIIOII'XK ¢ naacrukoii BOITK 3 12
PITIOITK ¢ TAITI BOITK u JIC 6e3 MOHOCTBOPKH 5 20
PITIOITK ¢ TAII BOITK u JIC ¢ MOHOCTBOpKOIi 11 44
PITIOITK ¢ TAII BOITK, JIC u ycrbs ILJIA ¢ nepeceyeHneM BOCXOAsIIEH a0pThI 2% 8
Bcero 25 100

* - ¢ 1 ciyuae evinonnena necoynas eanvgyaoniacmuka; ** - ¢ 1 nabarodenuu ucnonvzosana I'-oopasnas 3anna-
ma uz Gore-Texgo emopom clyuae — peKOHCMPYKYUsL ¢ ROMOWbIO O8YX 3aNiam U3 KCeHONepuKapoa

Tabauua 8
FeMozmHaaneche mapaMeTphbl mocjie
pagukaJbHOi Koppekuuu TeTpaabl @amnio ¢ OOJIA
IMoka3zatesn M=SD Mun —
Makc

CucroJjuyeckoe JaBjeHne B aopre (MM pT. CT.) 96.0+8.4 75-112
Cucrojuyeckoe JaBjeHHe B IPABOM KeJyJ0uKe (MM PT. CT.) 53.9+10.1 39-70
CucroJjinyecKoe JaB/jeHHe B MPABO JerouHoii aprepuu (MM pT. CT.) 30.048.0 20-50
CooTHomenne cucromueckoro aasiaenus (IHK/JI/K) 0.57+0.11 0.4-0.81
I'CH qix-n1a) (MM PT. €T.) 23.8114.1 6 — 50
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['ocniuTanbHas JETAIBHOCTh MOCHe paaukanbHOW Koppekuun BIIC ¢
areHesued JIA ¥ yMEHBIICHHBIM KpPOBOTOKOM B KOHTpaJaTepalbHOM
nerkom cocraBmwia 3.2% (1/31). Cmepts OGompHOUM ¢ T® m orcyTcTBHEM
JIUTA HacTynuia Ha ONEPAallMOHHOM CTOJE€ OT OCTPOM CEepAEYHOM Hemoc-
TaTOYHOCTU. HeneTtanbHble OCIOXKHEHUs B OJMDKalIIEM IOCIIEONEpPALlMOH-

HOM niepuojie Berpetuwnch y 14 (47%)u3 30 BbkuBIINX 00IBHBIX (Ta0m. 9).

Taéauna 9
CTpyKTypa 0CJI0KHEHH i rOCIUTAJIBHOI0 NEPHOAa
nocje pagukanabHoii koppexuuu BIIC ¢ OOJIA
Ne OcJii0:kHeHust n
1 CepevyHo-JIeroYHasi HeI0OCTATOYHOCTH 6
2 Xuioropakc (cnpasa) 3
3 KpoBoTeuenne 2
4 IMonnas A-B 6J0kana 1
5 OTek roJ10BHOr0 MO3ra 1
6 T'HO¥iHBIH MeIUACTUHUT 1
Bcero 14

N3 30 0onbHBIX, BBIMUCABUIMXCS M3 CTAllMOHApa, OTJIMYHBIA M XOPOLIUH
pe3yibTar Koppekuuu Obur otmedeH y 23 (77%) OOnbHBIX, YAOBJIETBO-
PUTEIBHBINA — Yy / MAlIUEHTOB.

N3 12 6onpuabix ¢ OOJIA B coderanuu c¢ BIIC u HOpMaNbHBIM WM
YBEJIMYEHHBIM KPOBOTOKOM B KOHTpajlaTepaibHOM JIEIKOM XUPYpPTrUYECKUE
BMeEIIATeIbCTBA ObUTM BBIMONHEHBI 8 manuentam (tada. 10). Meguana
BO3pacTa OMNEPUPOBAHHBIX OONBHBIX cocTtaBmwia 1.9 roma. PanmukampHas
KOPpEKILIMS COMYTCTBYIOIIETO TMOpOKa BbIMOAHEHa 6 OonbHBIM. OpHOM
Hallel nauueHTtke ¢ orcyrctBueMm mpaBod JIA, JIMXII u cucromnueckum
nasinenueMm B JIJIA paBubiM 110 MM pT.cT. ObLIa BBIMOJHEHA MajUIMATUBHAS
omepaiusi - cyxenue ctBosa JIA (omepamms Mromiepa). MageHiy B
Bo3pacte / MecaueB c¢ areHesuei JIJTA, JIMXII, mpaBocTOpoHHEH Iyroit
aopTbl W  HAYaJIbHOM JIETOYHOW THUIIEPTEH3UEH, BBIIOJHEHO IPAMOE

COCJIMHECHMUE JIEBOM XHHYCHOﬁ apTepun € JICTOYHBIM CTBOJIOM. Hannuune
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manenbkoro JMXII u rpagmeHta CHUCTONMYECKOrO [AaBiieHUST B 00JIacTH
ycTbs seBod HeoJIA TpeOyer mnpuCTaIbHOIO JAMHAMUYECKOTO HaOJIIOIEHUS
3a peOEHKOM C IENIbI0 CBOEBPEMEHHOTO BBIMOJIHEHUS PEHTTEHOXUPYPIHU-

YCCKOI'O BMCIIATCIbCTBA UJIN HOBTOpHOﬁ orecpanuu.

Ta6auma 10
CnekTp U KOJIM4YeCTBO XUpyprudeckux onepauuii npu OOJIA
B couyeTtannu ¢ BIIC u yBeJiMUeHHBIM KPOBOTOKOM B KOHTPAJIATEPATbHOM JE€rKOM

Ne Onepauuu OILIA | OJUIA n
1 MaacTuka JMIKII - 3* 3
2 MnacTuka JMIIIT 1 - 1

Onepauus Manouguian-Seybold-Eptingnpu knananxom

3 1** - 1
cTreHo3e aopThl, ymnupanue OAIlL
4 OMooau3anusa OAIL 1 - 1
5 Onepaunus MwJiepa 1 - 1
6 Xupypruyeckoe BOCCTAHOBJIEHHE KPOBOTOKA B MIICHJIA- ) 1 1
TepaJbHOM JierkoM 0e3 3akpbiTust IMKIT
Bcero: 4 4 8

* - 8 00HOM clyuae BbINOJIHEHO UCCeYeHUe NOOAOPMATLHOU MeMOpansl, ** - 8bINOIHEHO NPOmMe3Uposanue aop-

manvroeo kranana npomeszom <ATS»Ne21 ¢ pacuupenuem ubpos3H020 KOILYA KIANAHA AOPMbL 3ANAAMOU U3
Kcenonepuxapoa

3a mepuon ¢ 1993 mo 2012 rr. xupyprudyeckue BMENIATEIbCTBA OBLIH
BoimosHeHbl 19 marmuentam ¢ BIIC w wmampnosunmern JIA. BonbHBIX C
MJIA u BIIC ¢ yMeHbIIEHHBIM JIETOYHBIM KpoBOTOKOM Oblio 10, ¢
MJIA u BIIC c yBeaMYeHHBIM JIETOYHBIM KpOBOTOKOM — 9. OOmas
roCluTanbHas JETAIbHOCTh Tociie Xupypruueckod koppekuuu BIIC c
manbnosunuern JIA cocraBuna 5.3% (1/19). YMepna 1 mamnueHTKa mociie
pagukaibHOU Koppekiuu BIIC ¢ yBeIrMUYeHHBIM JIETOYHBIM KPOBOTOKOM.

[TannuaTuBHbIE BMEIIATEILCTBA BBIMOJHEHB 6 MalMEHTaM C MaJlbIlo-
sunmeir JIA. Y Bcex OONBHBIX C YMEHBIICHHBIM JIETOYHBIM KpPOBOTOKOM
Manbiosunuer JIA coueramace ¢ JMIKII co creno3zom JIA. Meauana
Bo3pacta OONbHBIX cocTraBwia 2.7 roaa. HekoTopble MalMeHTbl HYXIAIHUChH

B BBINOJIHEHUHM TOBTOPHBIX NAJUIMATUBHBIX omepanuii (tadbm. 11). Tpewm
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OONMBHBIM TIOCJIE€ TAJUTMATUBHBIX BMEIIATEILCTB BBITIOJHEHA paguKabHAS
koppekuusi conyrctByromux BIIC. HMuTepBan wMexay NDaulMaTUBHOM U

paarKaIbLHOW OTeparusiMi COCTaBUI B cpeaHeM 3.971eT.

Ta6auna 11
CrnexTp, BbINOJHEHHBIX NAJUIHATUBHBIX BMEMIATEJIbCTB Y 00JbHBIX
¢ maasno3unueii JIA n BIIC ¢ yMeHbIIEeHHBIM JIETOYHBIM KPOBOTOKOM

o Mo n n
| rpymna* (n=3) GOJBHBIX | omepanui
e JleBOCTOPOHHMII MOJAKJIIOYUIHO-JIETOYHBII aHACTOMO3 1** 1
* PeKOHCTPYKIHS IYyTH 0TTOKA NMpaBoro :xkeayaouka (PIIOIIK) 1 1
* TpaHcaoMHHANBHAS 6ajioHHas BajabByaomiacruka (TJIBBII) Lo 1
KiaanaHa JIA
[l rpynmma* (n=3)
e MoauduuupoBanubiii anacromos bienoka-Tayceur (caesa) + L 2
MoaupuImpoBaHHbIii aHacTomMo3 Bienoka-Tayceur (cnipaBa)
* PIIOITXK + TpaHcaioMuHATbHAs 0aJJIOHHASI AHTHOILIACTHKA 1 )
(TJBAII) npasoii JIA
e TJBBII knanana JIA + PIIOITK + TJIBAII npasoii JIA 1 3
Bcero: 6 10
* - epynna | - nayuenmol, komopwvim evinoanena 1 nanruamusnas onepayus; epynna |l - nayuenmuot, komopuim

8bINOJIHEHO HEeCKOJNIbKO naiiuamueHslx onepauuﬁ; ** - omum 60IbHLIM 8bINONIHEHA paaukaﬂbnaﬂ KoppexKyus

CHUCTeMHO-JIETOYHbIE aHACTOMO3bl OBUIM  BBITIOJIHEHBI 2 OOJBHBIM.
OpHoMy ManpuMKy B Bo3pacte 1 roma © MecsmeB CO3/[aH JIEBOCTOPOHHHIMA
CJIA no BwumneBckomy-/lonenkomy. Bropomy mnamuenty B Bo3pacte 4
MECAILIEB  BBINOJHEH  JIEBOCTOpOHHUN  MojaupuumpoBanubii  CJIA ¢
nomompio mporea Gore-Tex (d=#mM) u m1PaBOCTOPOHHHIA MOIUDUIIH-
poBanubii CJIA ¢ mnomomipio mpore3a Gore-Tex (d=4)B 1l-mecsuHom
Bo3pacte. B mnepBom cayudae pe3ynbraT CJIA pacueHeH Kak XOpOUIuH,
HACBIIIEHUE apTepHAIbHOM KpPOBU KucIOopoAoM yBenuuwiock ¢ /0% no
81%. Bo BTOpoM HaOJIOAEHUU CHCTOJIO-IUACTOJIUYECKUN IIIyM JIEBOCTO-
POHHETO aHACTOMO3a BBICIYIIWUBAJCA OTYETIMBO, OJHAKO HACHIIIECHUE
apTepHAIbHOM KpPOBH KHCJIOpOoAOM yBennuuioch ¢ 61% mo 69%. Tombko

[IOCJIE CO3JaHMsl y 3TOro Maibuuka mpaBocTopoHHero CJIA HaceleHue
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apTepuaIbHOM KPOBH KHCIOPOAOM yBenuumiock 10 (9%. JlerambHbIX
HCXOJIOB TIOCJI€ IIYHTUPYIOIIMX oOmepanuii He Obuto. M3  HemeTambHBIX
MOCJICONIEPAITIOHHBIX OCJIOKHEHUH OTMEUYEHO DPA3BUTHE Yy OJHOTO OOJBHOTO
nocie CJIA cepaeuHo-JIeroYHOM HEAOCTATOUYHOCTH.

PITOITX 6e3 3akpeitust JIMKII Beimonnena 3 maruentam ¢ MJIA u BIIC
C YMEHBIIEHHBIM JIETOYHBIM KPOBOTOKOM. Bo3pacT OOJBHBIX COCTaBUI
4.0+0.9 roma. Hacelenue aprepuasbHOM  KPOBH  KHUCIOPOJOM [0
PITIOITK cocraBuno 64.3+3.0%, a KoHIlEHTpalMs TI'eMOIJIOOMHA B TIEpH-
depuueckoit kpoBu — 176.0+6.11/n. JIlmamerp BOIDK, wusmepeHHbIi Ha
omeparoHHOM  crtoie, mocie 3aBepuieHus PIIOIDK  6Ge3  3akpbiTus
JMXII, cocraBun 9.0+1.0 mMm, Z-score or nauamerpa kiamana JIA B
HOopMe paBHsuics -2.7; -1.5; -1.9 cooTBeTCTBEHHO, BEIMYMHA CUCTOJIU-
yeckoro pgaBieHuss B JIA cocraBunma 29.0+1.7 MM pT.CT., TIpPU CHUCTOJU-
YecKoM JaBieHuHn B aopre — 96.7+20.2 mm pr.ct. [ocnuranpHas
netanbHOCTh mocie namumatuBHoM PIIOIDK orcyrctBoBama. ¥V 1 mammenta
OMMKAWIMK ~ TOCICOTNEePAIMOHHBIN  TEepUoj  OCJOXKHUJICS  CEPIEUYHO-
JIETOYHOM HEJOCTATOYHOCTBIO.

C 199310 2012r.r. pagukanbHO olepupoBaHbl / marueHToB ¢ MJIA u
BIIC c ymeHBIIEHHBIM JIETOYHBIM KPOBOTOKOM, 4 W3 HHX TNPOU3BEACHA
nepeuuHas PK. TlammatuBHble OAHORTamHbIE BMEIIATENBCTBA, IEpes
PK, Obumm BbIMOgHEHBI 2 OOJBHBIM, JBYXdTamHble — 1 marueHrty.
WuTepBan Mexay MNaUIMaTUBHOM M paJMKaIbHOM omepanusMu y 3 3THX
oonpHBIX coctaBua 1.7 roma (ME, or 1 roma g0 9 ner). Meauana
Bo3pacta OoybHBIX, Ha Bpems BoimosHeHns PK cocraBunma 2.4 rona.
Konnentpamusi remornobuna B kpoBu mnepen PK cocraBunma 154.3+11.3
r/1, HachbllleHue apTepuaibHO KpoBu Kuciopogom 86.0+£10.2%. I'emo-
TUHAMWYECKHE TOKa3aTenu OonbHBIX ¢ MIJIA, momydeHHBIE TpU Karte-

Tepuzanuu nojocteit cepama nepen PK npencrabiens: B Tadm. 12.

28



Ta6auna 12
IMoka3aTenu reMoaIMHAMUKH Y 00JbHBIX ¢ Masabno3unuei JIA u BIIC
€ YMEHbIIIEHHBIM JIETOYHBIM KPOBOTOKOM Iepe/l paIMKaJIbHOI KOppeKuuei

IlapameTpsbl M+SD MuH - Makc
CooTHowenne cucronnyeckoro aasiaenus IIK/JIK 0.98+0.04 0.8+1
CHcTo/IHYECKOe 1aBJIeHHe B IPABOM :KeJIya04yKe (MM PT. CT.) 107.4+11.1 89-120
Cucronmnueckoe 1aBjienne B JIA (MM pT. cT.) 22.8+4.0 14 -24
I'CH (mx-nc) 90.8+9.5 77 —99

Pe3ynbTaThl KONMMYECTBEHHOW OIEHKH JIETOYHO-apTEepUAIbHOTO pycia,
nepea  paauKalbHOW KOppeKuued y 7 DauuMeHTOB 3TOM TpYINIbl Mpe.-
craBinensl B TaOmuue 13. Mumekc Nakata O0bi1 paBen 280137 MMM
(or 219 mo 320 mm®/m®), MmemmaHa Z-SCOr€ OT HOPMATbHOI BEIMYUHEI

unekca Nakatapasusiace -1.4 (-2.6; -0.3).
Taéauma 13

Pe3yabTaThbl KOJIMYeCTBEHHOM OlleHKH JIA y 00/1bHBIX ¢ MaJbno3unue JIA
1 BIIC ¢ yMeHbIIEHHBIM JIETOYHBIM KPOBOTOKOM Nepe/ paAuKaJbHOH KoppeKkuueii

Pasmepsi
CrpykTtypa
B % ot HOpMBI Z-score, ME (95% 1)
®udpo3Hoe KOJIBIO KianaHa JIA u J1ero4Hslii cTBOJ 84.0+£16.3 - 0.54 (-0.95; +0.14)
Mpasas JIA 94.0+£10.7 -0.82 (-1.5; -0.05)
Jleas JIA 93.6+24.5 +0.23 (-3.2; +0.32)

['eMoguHaMuyeckre pe3ynbTaTbl PAJUMKAIbHOW KOPPEKIMH, 3aperu-
CTPUPOBAHHBIE B TMPOIECCE HMHTPAONEPAIIMOHHOTO W3MEPEHHUs JABJICHHUS,

CBUJICTEILCTBOBAIN 00 aJCKBATHOCTH BBINIOJHEHHOW onepaiuu (tadi. 14).

Tabéauna 14
I'emonnHamMuyveckne mnapamMeTpsl MocJjie paIHKAIbLHON KOPpPEeKINH
BIIC ¢ manbno3unmeit JIA u yMeHbIIEHHBIM JIETOYHBIM KPOBOTOKOM

IMoka3aTenn MxSD Mun —Makc
e CHCTOJIHYECKOE JAaBJIeHHE B MPABOM :KeJIyq04Ke (MM PT. CT.) 45.0+14.6 30 -65
e CooTHouieHne cuctomyeckoro nasaenus IK/JIK 0.50+0.18 0.3-0.69
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['ocriuranpHas JE€TaNbHOCTh MOCHE paaukanbHo koppekuun BIIC
¢ Manpnosunue JIA U yMEHBIIEHHBIM JIETOYHBIM KpPOBOTOKOM OTCYT-
cTBoBaja. HeneranpHble ocioXkHEHUs B OmukaiilieM MocieonepanuoH-
HOM TIepUOj€ BCTpeTWIHCh y 5 u3 7 OompHbix. Bo Bcex ciyuasax
OTMEUaach CepAEYHO-JIEroYHasi HeAocTaToyHocTh. Ilpum coueranun MIJIA
¢ BIIC m yBeaMYEHHBIM JIETOYHBIM KPOBOTOKOM XUPYPIHYECKHE BMeEIla-

TEbCTBA ObLIU BhIMONHEHBI 9 nmarrientam (Tadm. 15).

Taéauma 15
CnexTtp u yacrora conyrcrByrommx BIIC npu
MaJbIIO3UIINH JIA ¢ YBCJIHNICHHBIM JI€TOYHBIM KPOBOTOKOM
Ne ConyTrcTBYyHOILIHE IOPOKH Hroro %
1 | JIMIKII, OAII 3t 33.3
2 | AMIKID 22 22.2
3 | AMIII 1 111
4 | YacTHYHO OTKPBITHI ATPHOBEHTPUKYJISPHBINA KaHaJ 1 111
5 | AMIXKII, IMIIII, nepepwiB ayru aoptsl (tun B), OAII, ¢. DiGeorge 1 111
6 JAMKII, koapkrauus aoptsl, OAII 1 111
Bcero 9 100

1

— 8 OOHOM HAOMOOEHUU 8 COUeMAHULU C NPABOCHOPMUPOBAHHBIM U NPABOPACHONIONCEHHBIM cepoyem, 000a8oy-
Hotl tesocmoponHell BIIB, Openupyiowetics 6 KOPOHAPHBII CUHYC; © — 8 0OHOM CAyyYae 6 COYemaHuu ¢ 000agoy-
Hotl 1esocmoponneil BIIB, Operupyowelics 6 KOpOHAPHBIUL CUHYC.

Y Bcex OONBHBIX H3TOW Tpynmbl JAUarHo3 ObUT  YCTAHOBIIEH B
Bo3pacte g0 1 roma [ME Bospacra 5.0 mec.]. [lajumaTtuBHBIC omeparuu
npousBeneHbl 2  nanueHtaM. PanukanbHas  koppekuus  BIIC  mpwu
Manbno3uimu JIA ¢ yBeIMYEHHBIM JIETOYHBIM KPOBOTOKOM BBINOJHEHA
8 mnammeHTtaM, y CeMH U3 HUX — KOppekuus Oblia mnepBuuHoil. ['emo-
JUHAMUYECKHE TIOKa3aTeNd, IMOJY4YEHHblE TPU KaTeTepu3aluu MOJIOCTeH
cepama y OombHbIX ¢ MIJIA mepen paauKandbHOW KOPPEKIMEW MpecTaB-
geHsl B Tabnune 16. I'eMoauHamuyeckue pe3ysibTaThl XUPYPTUYECKON
KOPPEKIMHU, 3aperucTpUpOBaHHbIE B  MPOLECCE  HHTPAONEPALUOHHOTO

W3MEpPCHHUs IaBIICHUS MIPEACTaBICHBI B Ta0bwmie 17.
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Taoauna 16
IMoka3aTenu reMoaIMHAMUKH Y 00JbHBIX ¢ Masdbno3unuei JIA u BIIC
€ YBEJIMYEHHBIM JIETOYHBIM KPOBOTOKOM Iepe/ PaAuKaJIbHOH KOppeKuue

ITapameTtpsl M+SD MuH - Makc
Cucronmnueckoe 1aBjieHne B aopte (MM pT. CT.) 94.4+9.3 78-100
Cucrojmyeckoe JaBjeHHEe B IPABOM 3KeJIyaI0uKe (MM PT. CT.) 85.4+16.1 56-100
Cucronmnueckoe napjienne B JIA (MM pT. cT.) 78.7422.2 32-100
Jlerounas runeprensus (%) 83.1+20.3 32-100
Sa02 (%) 91.843.5 87-96
Taéauma 17

I'emoguHaMuvecKkue mapaMeTpsbl MOCjae paauKAJIbHON KOPPEeKIHH
BIIC ¢ manbno3unueii JIA 1 yMeHbIIEHHBIM JIETOYHBIM KPOBOTOKOM

IMoka3aTenun MxSD Mun — Makc
Cucrojmyeckoe JaBjeHHE B MIPABOM 3KeJIyaI0uKe (MM PT. CT.) 42.0+9.7 29 -54
CoorHomeHue cucronyeckoro nasiaenus IIIK/JIK 0.43+0.12 0.3-0.57

['ocnuTanbHasg JIETAIBHOCTH TOCHE pagukaibHOW Koppekuuu BIIC
¢ Manbno3unueid JIA W yBEIMYEHHBIM JIETOYHBIM KpPOBOTOKOM COCTaBHUJIa
12.5% (1/8). HenerambHble OCIOXKHEHHsS B OJMKailIleM Iocieornepa-
IIMOHHOM Tiepuojae BcrpeTich y 2 (29%) u3 7 BbDKHMBIIUX OOJIBHBIX.
B 06oux cinyuasx oTMeuanachk CepIeuyHO-JIEroYHas HeJOCTATOYHOCTb.

3a mepuoa ¢ 1992no0 2012rr. 8 HIICCX um. A.H. bakyneBa Obuti onepu-
poBanbl 7 6onpHBIX ¢ AOJIJIA ot Bocxomsmein aoptel u BIIC ¢ ymensbIien-
HBIM KPOBOTOKOM B KOHTpajaTepaibHOM JierkoMm. HersipeM (57%) 00abHBIM
npousBeneHa neppuyHas PK, 3 mammentam mepen PK mpousBenensl mamiu-
aTUBHbIE BMeEIIATENbCTBA. ['OocnuTanbHas JETaIbHOCTh B ATOM TIpyIIe
orcyrctBoBasia. OnHomy marmeHty ¢ Td coszman CJIA. Uepes 4 roga emy
npousBeaeHa PK ¢  wnMmmanTanmend KCEeHONEPUKApIHAIBHOTO KOHAYWTA
mexay BOIDK u neBoit JIA. BropoMy MmanmueHTy ¢ OTXOXIECHHEM aopThl U
JIA ot ITK 6wuta Bemosinena TJIBBIIT knanana JIA. Ilocne TJIBBII knanan-
HOoro cTteHo3a JIA cucronmueckoe naBineHue B JIA yBemnuuminoch ¢ 13 1o

37 MM PT. CT., a HaChIIIEHUE apTEepPHATBHON KpOBU KucIopoaoM ¢ 64%
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no 75%. Yepes 5 mecsaueB stomy OonbHOMy mnpousBeaena PK BIIC ¢
MMIUIAHTAllMEN KianmaHcojaepskamiero konayuta wmexnay BOIDK u JUIA.
Tperveli manuentke ¢ JIMIXKII, crenozom JIA, runomnasueit JIC u IIJIA
C CHCTOJIMYECKMM JaBJIeHWEM B aHOMalbHOW JIJIA paBHBIM CHCTEMHOMY
BBITIOJTHEHO €€ Cy)XMBaHHEe MaHkeTod. B 4-metHem Bo3pacte 3TOH OO0JIBHOM
npousBeneHa paaukaibHas koppekuuss BIIC ¢ wummuiantanue kianaH-
COZIEPAKAILETO KCEHOIEpUKapAuaIbHOTO KOHayuTa Mexay BOITK u JUIA.

Mennana uHTEpBaia MEXAY NaUIMATUBHOW M PAJAMKAIBHOW ONEpalUsIMU
y 3 Hamux OonbHbIX coctaBmwia 3.9 mer. Menunana Bo3pacta OOJNBHBIX, BO
BpeMs BBITMIOJIHCHUS paJMKaIbHOW Koppekiuu cocraBwia 4 roxga (ot 6
mecstieB g0 16 ser). KoHIeHTpamuss TeMOIVIOOMHa B KPOBH  Iepen
paJgMKalIbHON KOppekiueil coctaBmia B cpegnem 150.7+£15.2 r/m, a
HACHIIIIEHNE apTepuaIbHON KpOBU KUCTOpoaoM - 7 7. 7+£8.9%.

Cucronuueckoe nasnenue B IIJIA y 6 u3 7 mamumentoB ¢ AOJUIA or
BOCXOJIAIIEH aopThl coctaBmio 26.5+6.1 MM pT. cT. YV oxHOlt 8-MecsuyHOM
neBoukn ¢ T, AOJIJTA ot Bocxomsmieit aoptel U OAIIl cucronnueckoe
nanenue B IIJIA coctaBuno 78 MM pr.cT. m3-3a cOpoca KpOBU dYepe3
npaBocroporauii OAIl (mpu cucronuueckom naaBieHud B aopre u JIJIA
paBHOM 79 MM pr.cT.). CHCTONMYECKOE JaBJICHWEC B aHOMaJbHOW (JICBOW)
JIA 'y 6 u3 7 OOJIbHBIX OBLJIO PAaBHO CHUCTEMHOMY. TOJIBKO Yy G-MECSYHOTO
MajibuMKa CcO CTeHO30M YycTbs JIJIA cHcTOIMUEecKOE [aBJI€HUE B aHO-
manbHO oTtxomsamed JIJIA coctaBumo 67 MM PT. CT., IPH CHCTOJIMYECKOM
nasiennn B aopre 80 MM pr.cT. (nerounas rumeprTeHsus - 84%). Pesyib-
TaTbl KOJWMYECTBEHHOW OIEHKH JIETOYHO-apTEePUANIbHOTO pyclia, y Malu-
eHToB dtoi Tpynmel mepen PK mpencraBnensr B Tabmume 18. Uupekc
Nakata O0b1 paBen 318%77 MM2/M2, MenMaHa Z-SCOre oT HOpMalibHOM

BemunHbl nHIekca Nakatapasusuiace -0.2 (-3.2; +1.3).
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Tadaunua 18
AHrnomMeTpu4ecKkue oKa3aTejim Jero4Hoii aprepun y 60asHbIx ¢ AOJIJIA
ot Bocxoasimeii aopthl 1 BIIC ¢ yMeHbIIEHHBIM KPOBOTOKOM
B KOHTpPAaJIaTepaJbHOM JIETKOM Iepe] PaIuKaJIbHON KOppeKIueH

CreneHb H3MEHEHHUS OT HOPMBbI
Crpykrypa % Z-score,
ME (95% JH)
®u6po3Hoe KO0 KianaHa JIA U Jero4Hsrii cTBo - 62.9+21.7 -3.8 (-6.9; -1.3)
Mpasas JIA * 80.7+24.2 -2.3(-3.3;-0.3)
Jesas JIA 116.6+£12.5 +1.2 (+0.9; +1.8)
Mpasas JIA + nesas JIA ° 133.9+17.8 +2.3 (+0.8; +3.0)

s oyenku pazmepos JIA ucnonwsosanucy: * nopmamusnsie Gasui dannvix Van Meurs-Van Woezik H. et al.,
1987; ? nopmamugHvle snavenus cymmol duamempos npasoti u nesoii JIA no H. Sairanen & |. Louhimo, 1992

JIuxkBUAIMS aHOMAJIBHOTO OTXOXKIEHHS JieBoil JIA y 6 u3 7 GOJbHBIX
BbITIOTHEHA TiyTeM otceueHus: JIJIA or Bocxoasmiei aopThl. JledeKT CTEHKH
aopThl Y 4 u3 6 MalMEeHTOB YIIMT JBYXPSJAHBIM HEMPEPBIBHHIM IBOM, y 1
MAlMEHTa — 3aKpbIT 3amiatol u3 ['OpTEKC M B OJHOM Cilydae NPOU3BEAECHO
kinnupoBanue JIJIA y mecra ee OTXOXKAEHUS OT BOCXOAAIIEH aopThl. Emne
B 1 cayvyae BbIlIONIHEHA TpaHcaopTaibHas IutacThka oTBepctus JIJIA 3an-
naTol u3 l'OopTekc ¢ MNOCHEAYIOUNIMM YHIIMBAHUEM AaOpPTOTOMHOIO pa3pesa.
B 3 w3 7 nabmopenuit mnpousBeneHa peumiviantanus JIJIA B JIC, B 3
CiIy4asx — MMIUIAHTalUus KianaHcojaepxamiero konayura mexay [DK u JIUIA;
B 1 HabmoneHuu cos3gaH mnpsimoil anactomo3 mexnay JIJIA u JIC ¢ ucnomis-
30BaHHEM 3aIUIaThl. | €MOAMHAMUYECKUE PE3yIbTaThl XUPYPTAYECKOUM KOP-
PEKUUH, 3apETUCTPUPOBAHHBIE B MPOLECCE HHTPAOIECPALMOHHOIO U3ME-
peHUs JaBJEHUS, CBUIETEIbCTBOBAIM OO0 aJeKBAaTHOM YCTPAHEHHUU OOCT-

PYKIIMU HA ITyTH KPOBOTOKA B MAJIBIA KPYT KpoBooOpareHus (tadn. 19).

Taéauma 19
I'emoguHaMuvecKkue napaMeTpsbl Mocjie paaukajabHoil koppexkunu AOJIJIA
U BIIC ¢ yMeHbIIeHHBIM KPOBOTOKOM B KOHTPAJIaTePaJbHOM JIETKOM

IMoxka3zaTenn M+SD Mmun - Makce
e CucToJIMYECKOE JaBJeHHe B aopTe (MM PT. CT.) 93.3£7.5 80 -100
e CHCTOJIHYECKOE JaBJIeHHE B MPABOM :KeJIya04Ke (MM PT. CT.) 54.2+5.3 50-61
e CooTHomeHne cucTomueckoro nasiaenus IIK/JIK 0.59+0.09 0.5-0.69
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['ocniuTanbHas JNETaNbHOCTh MOCIE PAIUKATLHON KOPPEKIIMA aHOMAJIBLHOTO
otxoxaeHus jaeBod JIA ot Bocxopsmeir aoptel U BIIC ¢ yMeHbIIEHHBIM
KPOBOTOKOM B KOHTpaJIaTepallbHOM JIETKOM OTCYTCTBOBaja. HeneranbHbie
OCJIO)KHEHHUS B OJIDKAMIIeM TMOCIEONePallMOHHOM TIEPHOJE BCTPETHUIIHCH
y Bcex [ OonpHbIX. B 6 ciayuasx oTMmeuanach cepAedYHO-JIErovHas
HEJIOCTaTOYHOCTh, B 1 HaAOMIONEHWHM  TMOCICONMEPAMOHHBIN  TEePUOJ
OCJIO)KHUJICS ~ THOWHBIM  MEIWACTUHUTOM.  [lanlMeHTOB ¢ XOpouHuM
pesynbratom PK Obuto 5 (71%), ¢ ynosinetBoputenbibiM — 2 (29%). Bee

7 OONBHBIX BBINTMCAHBI U3 CTalMoHapa B YAOBJICTBOPUTCIbHOM COCTOSAHUMU.

BbIBOALI:

1. TIlpu coueTaHuu OJTHOCTOPOHHEIrO OTCYTCTBHUS JIETOYHOU apTEPUH C IPYTH-
mMu BIIC y 82% O0onapHBIX JEroYHbIi KPOBOTOK B KOHTpaJlaTepaibHOM
JerkoM ymeHbliieH, B 18% nabOmrofeHuil KPOBOTOK B KOHTpajaTepaibHOM
aerkom yBenuueH. Ilpu coueranum c apyrumu BIIC orcyrctBue neBoit
JeroyHoM aptepuu Bcrpeuaercss B 4.6 pa3a yamie, 4eM OTCYTCTBUE MpPaBOM
aeroyHoi aptepun. Hambomee wacteim comytctByrommM BIIC npu omno-
CTOPOHHEM OTCYTCTBMM JIETOYHOM apTepuu sBisiercs terpana Damno
(64% ciyuaeB). B 75% waOmiogeHuil OTCYTCTBHE IIPaBOH  JIETOYHOM
aprepun coueraercsi ¢ BIIC u BBICOKOM TrHUIEpTEH3HEN B KOHTpalarepaib-
HOM (JICBOM) JIETKOM.

2. Y 6ompHbIX ¢ BIIC u Manbeno3uiyen JeroyHbIX apTepUil CIIEKTP MOPOKOB
C yMCHBIIEHHBIM JIETOYHBIM KPOBOTOKOM cocTaBisieT 53% ciyuaes,
B 47% wnHaOmoaeHUd JIETOYHBIM KPOBOTOK TPHU MAJIbIIO3UIIUU JIETOYHBIX
aprepuii u BIIC yBemnuen. B 68% cnyuaeB aumarHocTHpoBaH BapUaHT
MaJIBIIO3UIIMKA C CriSS-CrOSSIeroyHpIMu aprepusiMu, B 32% HaOmroneHnin —
BapHaHT MAJIbIIO3UIIUHU Oe3 CriSS-CrOSSIerOYHbIX apTEePHIA.

3. AHOMalbHOE OTXOKJICHHE JIEBOU JISTOYHOW apTepUu OT BOCXOMASIICH aop-

Thl Yy HallUX O0onpHBEIX codetaniock ¢ BIIC m YMEHBIICHHBIM KPOBOTOKOM
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B KOHTpAJATEPAJIbHOM JIETKOM, TOIJa Kak B HICWJIATEPAIbHOM JIETKOM
BBISIBJICHA BBICOKAsl JIETOYHAs TUIEPTEH3USA. YPOBEHb OTXOXKACHMS aHO-
MaJIbHOW JIEBOM JIETOYHOW apTEPUM OT BOCXOIALIEW aO0PTbI OTHOCUTEIBHO
(GbuOPO3HOTO KOJIbIIa AOPTATBLHOTO KjlalaHa COCTaBIIIeT B cpemHemM 17 mw,
a MECTO OTXOXACHUS aHOMAJIBbHOM JIEBOM JIETOYHOM  apTepuu  OT
BOCXOJSIIIEN AOPTHI BAPbUPYET.

4. OCHOBHBIM AaHAaTOMHMYECKMM IPU3HAKOM OJHOCTOPOHHEIO OTCYTCTBUS
JETOYHOM  apTepud W aHOMAJIbHOTO  OTXOXACHUM JIEBOM  JIETOYHOH
apTepud  OT BOCXOZSIIEH aopThl SBJISETCS OTCYTCTBUE  Oudypxaiuu
JErOYHOTO CTBOJIA MPU HAJUYUU MPSAMOTO COOOIIEHHS MEXIy IPaBbIM
KEITYJOYKOM M JIETOYHBIM CTBOJIOM C KOHTpaJIaTepajibHOW JIETOYHOMN
aprepuei. IIpy Manbno3suuuM JETOYHBIX apPTEPUN BBIABICTCS ATUIIMYHAS
Oudypkanuss JIEro4yHOro CTBOJAa C AaHOMAJIbHBIM B3aMMOPACHOJIOKEHUEM
JIETOYHBIX apTEPUH.

5. Kiaccupukauusa paccMaTpuBaeMbIX AaHOMAJIMHM  JIETOYHBIX — apTEpHid
JOJDKHA OCHOBBIBATBCS HA CJEAYIOIIMX MOJOKEHUSX: OTCYTCTBHUHM WJIU
Hamuuun  comytcTByromux BIIC ¢ ykasanwmem oObema  JIETOYHOTO
KPOBOTOKA;  CTOPOHBI ~ IIOPAXKEHHUA M  KOJMYECTBEHHOM  aHATOMHHU
JIETOYHBIX apTEepUid; CTENIEHU JIETOYHOW TMIIEPTEH3UN U PA3BUTHSI JIETKUX.

6. ApceHal COBPEMEHHBIX JMATHOCTUYECKUX METOJ0B  00€CIeunBacT
BO3MOXHOCTb CBOCBPEMEHHOW MNPHWKU3HECHHOW JIMarHOCTHKM  AHOMAJIMU
JETOYHBIX  apTepuil 10  pa3BUTUSA  BBIPAKEHHBIX  MOP(OJIOTHUECKUX
U3MEHEHUN B apTEpPUAIBHBIX COCyZax JIerkux. IIpumeHeHue KoMIbIO-
TepHOH TOMOrpaduu ¥ aHruorpauu 3aKIWHUBAHUA JIETOYHBIX BEH
MO3BOJIACT HMJACHTU(UIUPOBATh XUIYCHYIO apTEPUI0  HUIICHUIATEPAIBHOTO
JIETKOT0 y OOJIBHBIX C OJJHOCTOPOHHUM OTCYTCTBUEM JIETOUHOM apTepuHu.

7. Crparerust xupyprudeckoro jedenusi 601pHbIX ¢ BIIC u ogHOCTOpOHHNM

OTCYTCTBUCM JIETOYHOM apTepur OIpeACIACTCad HalIM4YueM MW CTCIICHBIO
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pa3BUTHS XWIYCHON apTepWH WIICUJIATEPaTbLHOTO JIErKoro. JIisi marmeHToB
C aJIeKBaTHBIM Pa3BUTHEM BHYTPUJIETOYHOW apTepUU ONTHUMAIBHBIM XHUPYp-
THYECKUM TOJXOJO0M SIBJIIETCS OpPraHOCOXpaHsSIoUas omepanuss ¢ BOCCTa-
HOBJICHMEM TMPSIMOTO COOOIIEHUS MEXKTYy JIETOYHBIM CTBOJOM M XWJIYCHOM
apTepuell UICUIIaTepaIbHOrO JIETKOro, a NpH HAJIMYMKA COMYTCTBYIOIIUX
BIIC - ux xoppekuusi. CBOEBpEMEHHOE BOCCTAHOBJICHHME AHTETPAJHOTO
KpOBOTOKa U (U3HOJOTMYECKOIO KpPOBOOOpAIllEHHUS B HICHIATEPATIHLHOM
JIETKOM 00€eCIeYnBaeT pa3BUTHE apTEPUAIBHOTO PYyCiia 3TOTO JIETKOTO.

8. Ilpu oTCyTCTBHM XWUIYCHOH JIETOUYHOM apTepHH XUPYPTUUYECKOE JIeUCHHUE
nanueHToB ¢ BIIC u OJHOCTOPOHHUM OTCYTCTBHEM JIETOYHOW apTEpHUH
JOJDKHO OBITh HAMpaBIIEHO HAa YCTPAHEHHWE BHYTPHUCEPIICYHBIX TOPOKOB.
Ham onwiT xupyprudeckoro jedenusi comytcTBytouux BIIC y 06osbHBIX
TOM  KaTeropud  CBHUJAETEICTBYET O MHUHHUMAQJIBHOM  XUPYPrHYECKOM
pucke. locnuTanbHas  JETATBHOCT, TNPU  PAAUKATBLHOM  KOPPEKITUH
coctaBisger 2.7%, Tpu BBINOJHEHUM MMAJIMATUBHBIX omnepanuid - 6.9%.
B 69% cnayvaeB mamiMaTUBHOE ~—JICUEHHWE ~ OTPAHUYMBACTCS  OJHUM
XUPYpru4eckuM  BMmemareiabcTBoM, B 31% wHabmiogenuit  tpebyercs
MHOTO3TalTHOE XUPYPrUUE€CKOe JICYCHHE.

9. Hammuue ManpMO3UIMM JIETOYHBIX apTEPUl HE MEHSET CTPATEeTHIO
xupyprudeckoro Jjedenus conytcTByromux BIIC. YV 58% O6onbHBIX C
MajbIO3UIMENH JIETOYHBIX apTEpPUil BO3MOXHO BBIMOJHEHUE MEPBUYHOM
panukanpHOM  Koppekuud, B 42% cmydaeB TpeOyeTcs  BBIOJIHEHHUE
NajUIMaTUBHBIX omeparui. Xupypruueckoe sedenne BIIC y OonbHBIX C
MaJIbIIO3UIIMEH JIETOYHBIX apTePU COMPOBOKIACTCSI MUHUMATHHBIM PUCKOM.
10. PagukanbHass KOpPPEKIHs aHOMAJIBHOTO OTXOXKICHUS JIEBOW JIETOYHOU
aprepun OT Bocxojsuied aoptel B coueranun ¢ BIIC sBusercs wmHoro-
KOMITOHEHTHBIM ~XUPYPTUUECKHM BMEMIATEIHLCTBOM. BBIOOp ONTUMAIBHOM

CTpaTCrun XHUPYPrudc€CKoOro IJICHCHUA aHOMAJIIbHOI'O OTXOXACHUS JIEBOM

36



JIETOYHOM apTEPUM OT BOCXOISIIEW aoOpThl JOJDKEH OCHOBBIBATBCSA Ha
MOPQOJIOTUM M  KOJIMYECTBEHHOW AaHATOMHUM MaTOJOTUYECKOrO  Cep.ua,
aHATOMUYECKUX OCOOCHHOCTSX M Pa3BUTUU JIETOYHBIX apTepuii, mapa-
METpax TEeMOAMHAMHMKH CEepJla, MaJoro Kpyra KpOBOOOpalleHUs U

MOp(I)OJ'IOFI/II/I apTCpHUaJIbHBIX COCYJO0B UIICHIIATCPAJIBbHOI'O JICI'KOTO.

IIpakTHyeckue peKOMEeHAALMHU:

1. PeHTreHonOrMyecKuMU KpPUTEPUSMU  JAMATHOCTUKH  OJHOCTOPOHHEIO
OTCYTCTBHsI JIETOYHOM apTepUU SBIIACTCS ACUMMETPUs TPYIHOM KIIETKU
C YMEHBUIEHWEM pa3MEPOB €€ IOJIOBUHBI U CYXEHUEM MEXPEOEPHBIX
IIPOMEKYTKOB ~ C  MUIICHUJIATEPAIbHOM  CTOPOHBI;  CMEILIEHHUE  CTPYKTYp
CPEIOCTeHMsI W CcepAlla B TOPAKEHHYI0 CTOPOHY C 0oJjiee BBICOKHM
pacrnionokeHueM Kynona auadpparmel; cumnTom Daneliusa - otcyrctBre
HOPMAJIBHOM TEHU COCYIOB KOPHS HIICHUJIATEPAIBHOIO JIETKOIO; acuM-
METpHUsl JIETOYHOTO PHUCYHKA, IMPOSABILIONIASACS pPa3HOW BaCKyJIIpHU3aLUEH
ABYX JierouHbix mnosied (cummnrom Janusa). Y OONBHBIX C aHOMAJIbHBIM
OTXOXKIECHHUEM JIETOYHOW apTepUHU OT BOCXOISIIEW AOpPThI XapaKTEPHBIM
PEHTIEHOJIOTUYECKMM  IPU3HAKOM  SIBJIETCA ~ ACUMMETpUs  JIETOYHOTO
PUCYHKA, OJHAKO, €CIM IIPpU AarcHe3suu JIETOYHOW apTepuM JIETOYHBIN
PUCYHOK CO CTOPOHBI OTCYTCTBYIOIIEH JIETOYHOM apTepuu OOEIHEH,
TO TPH AaHOMAJbHOM OTXOXKJICHUU JIETOYHOM apTepuu OT BOCXOIALIEH
aoOpThl JIETOYHBIM PHUCYHOK B HIICHJIATEPAIBHOM JIETKOM YCHWIIEH 3a CYET
CHUCTEMHOT'0 KPOBOTOKA U3 AOPTHI.

2. IlaTOrHOMOHHMYHBIM MPHU3HAKOM 3XOKAPAUOIpaUUECKONl AMATHOCTUKU
areHe3uu JIETOYHOM AapTepUH M AaHOMAJIBHOIO OTXOXKIEHMS JIEBOW JIETO4-
HOM apTepuM OT BOCXOIAIIEW aOPThl SBILIETCS OTCYTCTBHE BH3yAIM3aLNU
Oudypkanuu JIETOYHOM apTepuM C BU3yalIM3allMedl JIETOYHOIO CTBOJA M
TOJBKO OJHOM JIETOYHOW aprtepuu. [Ipy aHOMaJIBHOM OTXOXACHUU JIEBOM

JIETOYHOM aprepun OT BOCXOISIICH A0pPThI OHNPCACICTCA TPOAOJIKCHHUC
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DXOCUTHAJIA OT CTEHOK BOCXOJAIIEH AaopThl B AHOMAJIBHO OTXOZISIIYIO
Jero4YHyro aprepuro. OXOKI'-IpU3HAKOM MaJIbIIO3ULIMKM JIETOYHBIX apTEepUi
ABIIACTCA BHU3YyalIM3alUsl aTUMHYHOM OudypKanuu JEero4yHoro CTBOJA, MpPH
KOTOPOM HE BO3MOXXHAa OJHOBPEMEHHAS BU3YAJIN3allMsl JIETOYHBIX apTEPUMN
B obOsactu Oudypkauuu. IIpocTpaHCTBEHHOE B3aUMOPACIOJIOKEHUE MECT
OTXOXKIEHUSI M CIIEIOBAHMUSA JIETOYHBIX APTEPUN OIPEAEISETCA € IOMOLIBIO
NOCJIEZIOBATEIbHBIX  CEKTOPalbHBIX  HM300pakeHuid  (cpe3zoB).  CaMbiMu
MHPOPMATUBHBIMM  MPOEKUUSMHU JJI1 BBIABICHUS AHOMAJMil  JIETOYHBIX
apTepuil SABIAIOTCA IAPACTEPHANIBHAS M CyNpAacTEpHANbHAs IPOEKIUH IO
JUINHHOM ¥ KOPOTKOM OCH MAarucTpajbHBIX COCYAOB C MOAOOpOM
VHJMBUAYAJIBHBIX IPOCKLINN CKAHUPOBAHUS.

3. YV OO0nbHBIX C OJHOCTOPOHHUM OTCYTCTBHEM JIETOYHOM apTepuu H
AHOMAJIBHBIM OTXOJKJIECHUEM JIEBOM JIETOYHOM apTepuH OT BOCXOSLICH
aopTHl TpPU TMPaBOW BEHTPHKYJIOrpaduu W/WiIM JIErodHO aptepuorpaduun
BU3YAIU3UPYETCSl OTCYTCTBHE OMQYypKalLMKU JErOYHOTO CTBOJA M OAHOM M3
JETOYHBIX aprepuid (Ipy aHOMAJIBHOM OTXOXJICHWU JICBOW JIETOYHOM
apTepud  BO3MOXHO IIO3JHEE 3alOJHEHHUE WIICWJIATEPAIbHOW  JIETOYHOU
apTepuH W3 BOCXOAALICH aopThl B a3y JeBOrpaMmbl). Y OOJBHBIX C
ONHOCTOPOHHMM  OTCYTCTBHEM  JIETOYHOW  apTepUd M AHOMAJIbHBIM
OTXOXKJIECHMEM  JICBOM  JIETOYHOM  apTepuM  OT  BOCXOISIIEH  AOPTHI
00s3aTeNbHBIM SIBJISIETCS  BBIIIOJIHEHUE aopTOrpauu, KOTOpas IOATBEPK-
JAaeT WM HCKJIIOYaeT aopTAJIBHOE OTXOXKICHHE OJHOW W3  JIETOYHBIX
aprepuii. I[lpym areHe3uu JEero4HOW apTEpUU PEKOMEHIYETCS PETPOrpPagHOE
BBEJACHUE KOHTPACTHOTO BEIIECTBA 4YEPE3 JIETOYHBIE BEHBI C  LEJBIO
BBISIBJICHUSI JIETOYHBIX apTEPHANIbHBIX COCYJOB B O0OJACTH KOpPHSA WIICH-
JATEPAIIBHOTO JIETKOTO M OLIEHKH UX PA3BUTHA.

4. AHruoxkapauorpaQuueCKuMHU TPU3HAKAMHU MAaJBIO3MINU C CriSS-CroSS

JICTOYHBIMH  ApPTCPHSAMH  ABJIAIOTCS. aATUIIAYHAA 61/1(1)yp1<au1/1;1 JIErO4YHOIo
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CTBOJIa W AHOMAJbHOE B3aMMOPACIIOJIOKEHUE IPABOM M JIEBOM JIETOYHBIX
apTepui, IIpU KOTOPOM YCTbE JIEBOM JIETOYHOM AapTEpPUM PACIOJIAraeTcs
ClIpaBa M CBEPXYy II0 OTHOLIEHHWIO K YCTBIO IIPABOM JIETOYHOW apTEpHH,
pacrojoXeHHOMY clieBa M CHu3Y. llpm maibmosuiuu  0e3  CriSS-Cross
JETOYHBIX apTepUid  yCThE JIEBOM JIETOYHOM apTepUH  PacCIoJIaraeTcs
CBEPXY MO OTHOLIEHUIO K YCTBIO MPABOM JIETOYHOU apTEPUH.

5. KomnbroTepHas © MarHMTHO-pE30HAHCHass ToMorpagusi MO3BOJISAIOT
BU3YaJIM3UPOBAaTh AHATOMHUIO BPOXKICHHBIX AHOMAJIMN JIETOYHBIX apTEpUi
B 3D pexume. [IpumeHeHHe 3THX COBPEMEHHBIX METOJIOB HCCIEIOBaHUS,
a TaKke aHruorpaguu 3aKIMHHUBAHUA JIETOYHBIX BEH IO3BOJISIIOT JAMar-
HOCTHUPOBATh XWJIYCHYIO JIETOUYHYIO apTepUI0 y OOJBHBIX C OJHOCTOPOHHUM
OTCYTCTBHEM JIETOYHOM apTEepuUH.

6. AuaroputM BbIOOpa ONTHUMAJIBHOTO METOAA XUPYPTrUYECKOrO JIEUEHUS
OONBHBIX C OJHOCTOPOHHUM OTCYTCTBUEM JIETOYHOM apTepUu 3aBUCUT OT
HaJIU4Msl W AJEKBAaTHOTO DPAa3BUTHUs XWIYCHOW apTEpUM MIICWIATEPAIbHOTO
JeTKOro: TpU HAIWYUM  Pa3BUTOM  XWIYCHOM apTepud  HEOOXOAMMO
BBIMIOJIHUTh BOCCTAHOBJIGHUE COOOIIEHUSI MEXAY JIETOYHBIM CTBOJIOM U
XWIyCHOM apTepueldl € OJHOBPEMEHHBIM WJIM IOJTallHBIM yCTPaHEHHEM
BHYTPUCEPAEYHOTO IIOPOKA; IPHU THUIIOIJIA3UM XWIYCHOW AapTEepUH IEPBBIM
JTallOM PEKOMEHIYETCS CO3JaHUE aHacTOMO3a MEXIy MOCIeOHEd U TOJ-
KIIFOUNYHOM apTepUeld C IMOCIEAYIOIIUM BOCCTAHOBJICHHUEM aHTETPagHOIrO
KpOBOTOKa B wurncwiarepaibHoM Jerkom. ComyrctByromuii BIIC u Bpems
€ro YCTPAHEHHUs ONPENEIIAIOTCS aHATOMHUEW BHYTPUCEPAEUHOM MATOJIOTUN.

7. CozllaHue aHacToMO3a MEXJy CUCTEMHON apTepHell W eIMHCTBEHHOU
JeroyHoil  aptepueil  sBusercs d(dexTuBHONW omepammei  BeiOOpa Y
IALIMEHTOB C  OJHOCTOPOHHUM  OTCYTCTBUEM JIETOYHOW  apTepuu WU
nuaHotnueckumu — BIIC, Haxomsmmxcs B TSKEIOM — KIMHUYECKOM

coctossHUM  (C  BBIPOKEHHOH  apTepHAIbHOW  TUIMOKCEMHUEH, 4YacThIMU

39



OJIBIIIICYHO-ITUAHOTUICCKUMHU  TIPUCTYIIaMH) H  COINPOBOXKIACTCS  MHHU-
MaJIbHBIM PUCKOM.

8. IlannuaTuBHAs PEKOHCTPYKLUMS MyTH OTTOKAa M3 TMPABOTO JKEIyI0uKa
NPEAMOYTUTEbHA  JIJIT  TAIMEHTOB  C  BBIPAKEHHOW  «THUIOTUIA3UEH»
CIMHCTBEHHOM JieroyHor aprepuun (Z-score muaeckca Nakata menbiie -6.0)
U SABISICTCS. BaXHBIM  XUPYPTHUYECKHMM  TOCOOMEM B  MHOTOITAITHOM
XUPYPrUYECKOM  JICUEHUU  ITOU Kareropun  OOJIbHBIX;  Omeparus
obecrieunBaeT XOpOoWUH KIMHUYECKUH 3(@PEeKT U paBHOMEpPHOE pa3BUTHE
BCEX CETMEHTOB JIETOYHOW aptepuu. ONTUMaNbHBIA JUAMETP BBIBOIHOTO
OT/ieNla MPaBOro KEIyJouKa IOCJIe PEKOHCTPYKIMU Oe3 3akpbiTus aedekTa
MEXOKEIYJOUYKOM MEPEropoJKH COOTBETCTBYET MenuaHe Z-SCOre, paBHOM
-1.5 or cpenHero 3HaueHUs JMaMeTpa KIJamaHa JIETOYHOM apTepuu
B HOpMeE U cocTaBisieT 8.7+2.1mM - y marmentoB miamme 3 jet, 11.7+1.6mm -
B TpyIIIE MallMEHTOB cTapiie 3 JeT.

9. TpaHciaroMUHaNBHYIO OAJUIOHHYIO BaJIbBYJIOIUIACTHKY KJIallaHa JIErOYHOM
aprepuu, SBISAOLIYIOCS OS()PEKTUBHOW U MaJOTPaBMAaTUYHOW PEHTICHO-
XUPYPrU4ecKor omnepanuend, MOXKHO paccMaTpuBaTh Kak allbTEPHATHUBY
CHUCTEMHO-JIETOYHBIM aHACTOMO3aM y OOJIbHBIX C HEBBIPAKEHHOM CTEMEHbIO
«THIOIUIA3UM» E€IMHCTBEHHON JerouHoid aprepuu (-4.0>Z-score mupekca
Nakata>-6.0) 1 npeoOyiagaHrieM KJIallaHHOTO KOMIIOHEHTa CTEHO3a JIeroy-
HOM apTepuu; MNPUMEHEHHE TPAHCIIOMUHAIBHOW OaJUIOHHON aHTHOILIaC-
TAKU TIO3BOJISIET QJCKBATHO YCTPAHWTHh JIOKAJIBHBIE CYXCHHUS JIETOYHBIX
apTepuil y OOJIbHBIX C MPEAIIECTBYIONIMMU NaJUNTMATUBHBIMU OTIEPALIMSIMHU.

10. PagukanbHast koppekiust BIIC ¢ oqHOCTOpOHHMM OTCYTCTBHUEM JIETOYHOM
apTepud W YMEHBIICHHBIM JIETOYHBIM KPOBOTOKOM COTIPOBOXKIACTCS MHUHH-
MaJbHBIM PHUCKOM TPHU CIEAYIOUMX KOJIMYECTBEHHBIX MapamMeTpax KOHTpa-
JatepanbHON  (CIMHCTBEHHOW) JIETOYHOM apTepHH: WHICKC KOHTpajaTe-

paNbHOI JIerovHoil aprepuu 6onsiie i pasen 210 mm/m® u Z-score
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MHJIEKCAa KOHTpajaTepalbHON JerouyHoil aprepuu Oosbiie wid paBeH -4.0;
JUaMeTp KOHTpaJaTepaibHOM JIErOYHOM apTepuu OoJsiblle WM paBeH
OVaMETPy OJHOMMEHHOM JIETOYHOM apTepuu B HOpPME; JUaMETp KOHTpa-
JaTepanibHOM  JIeTOYHOW aprepuu Oonbine wiu  paBeH /0% cymmbl
JTMAMETPOB JIETOYHBIX apTEPUI B HOPME.

11. MunnManbHas BenmuuHa uHAekca Nakatay OosbHBIX ¢ Manmbro3uIUEH
JIETOYHBIX apTEpUN IpPHU BBINOJHEHMM YCHEIIHOM paJuKaIbHOM KOPPEKLIUU
BIIC ¢ yMeHBIIGHHBIM JIEFOYHBIM KPOBOTOKOM coctaBmaa 219 mm/m?,
a Mearana Z-SCOreot HopMalibHOU BenmuuHbI nHAekca NakatapaBusnach -3.7.
12. V GoNbHBIX C aHOMAJIbHBIM OTXOXKJICHUEM JIEBOH JIETOYHOM apTepUU OT
BOCXOJSIIE AOPTHI pa3MeEpPbl JIETOYHBIX apTepUil IMO3BOJIAIOT BBIIOJIHHUTH
HNEPBUYHYIO pPaJUKaIbHYI0 Koppekuuto conyrcTByromux BIIC ¢ ymeHs-
IIEHHBIM JIETOYHBIM KPOBOTOKOM U THIOIUIa3UEHl  KOHTpajaTepalbHON
JErOYHOM apTepuM C MHHUMAIbHBIM PUCKOM. MUHUManabHas BeJIWYMHA
uHnexkca Nakata y OonbHBIX ¢ aHOMaJdbHBIM  OTXOXKACHUEM  JIEBOU
JIETOYHOM apTEpPUU OT BOCXOJALIEH aAOPTHI IIPU BBIIOJIHEHUU YCHEHIHON
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