YIK: 616.141-007.1-053.1-089.48
MamaroB MyxaMMakOH AXMaJI0BUY, KAHAUIAT MEAUUMUHCKUX HAYK.
Couckarenb, PecnyOoimmkanckoro Cneunaanzuposannoro Hay4uuo -
IpakTnyeckoro Meanuunckoro llenTpa Xupypruu um. akaa. B.Baxunosa.
MOJBbHBIN AHOMAJIbHBIN BITAJIEHUE JIETOYHBIX BEH
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Annomayun: B 1aHHOW Hay4yHOM cCTaThe aBTOpaMU OMHUCAHBI 0030p
JUTEepaTypbl TOTAJIBHOTO aHOMAJIbHOTO ApeHaxa jerouHbix BeH (ITABJIB). B
CBSI3HM C 3TUM U3YUYECHUE KIIMHUYECKOTO TE€YEHUs U MeTo10B AuarHoctuku [IABJIB
ABJSICTCS. AKTYyaJbHbIM, 4YTO JAE€T BO3MOYKHOCTh CBOEBPEMEHHOITO BBISABJICHHUS
MOPOKa, PallMOHATIBHOTO TJIAHUPOBAHMS 00CIIEIOBAaHUS U BBIOOpPA ONTHUMAJIBLHOTO
cnocoba koppekuuu. ONuChIBalOTCS OINPEAENICHHs, YacTOTa BCTPEYAEMOCTH,
IMPUYHUHBI TIOPOKA U METOJbI JUATHOCTUKU, BKIIOUAsl dXOKapauorpaduio, MyJIbTd
CIUPAIbHYI0O KOMIBIOTEPHYIO TOMOTpadui0 C KOHTPAaCTOM M KaTeTepu3alueu
MOJIOCTEH cep/ilia ¢ aHTuo kapauorpadueil. M3noxkena pazinyHbie BUIbI ONIEpaliuu
npu pa3znuuHbeix BapuaHtax [TABJIB. B 3aBucuMocté OT YpOBHA BHAaJACHUS
JeroyHslx BeH U pacnonoxenus JIMIIII GonbHble pacnipeneneHbl Ha 4 TpymmbL:
CylpakapIuaibHbIA, KapAualbHbIN, HHGpaKapAUaIbHBIA U cMelanHbii. O030poM
JIUTEPATYPHI ONMCAHBI OCJIOKHEHUS IOPOKA U PE3YJIbTAThI ONIEPALINH.

KiroueBbie ci10Ba: BPOXKICHHBIM IMOPOK CEpALA, TUArHOCTUKA, IMOJBHBIN
AHOMAJIBHBIA JIPEHAX JIETOYHBIX BEH, NEe(PEKT MEXMpeACepIHON MeperopoaKH,
MoJIble BEHBI, AXoKapauorpadus, KareTepusalus IMOJOCTeH cepiala ¢ aHTuo
Kapauorpaduei, pe3ybTar.

Abstract: In this scientific article, the authors describe a review of the
literature of total abnormal pulmonary vein drainage (TAPVD). In this regard, the
study of the clinical course and methods of diagnosis of TAPVD is relevant, which
makes it possible to timely identify the defect, rational planning of the examination
and the choice of the optimal method of correction. The definitions, frequency of
occurrence, causes of the defect and diagnostic methods are described, including

echocardiography, multi-spiral computed tomography with contrast and
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catheterization of the heart cavities with angio-cardiography. Various types of
surgery with different variants of TAPVD are described. Depending on the level of
the confluence of the pulmonary veins and the location of the ASD, patients are
divided into 4 groups: supracardial, cardiac, infracardial and displaced. The
literature review describes the complications of the defect and the results of the
operation.

Keywords: congenital heart disease, diagnosis, total abnormal drainage of
pulmonary veins, atrial septal defect (ASD), hollow veins, echocardiography,
catheterization of heart cavities with angio-cardiography, result.

OIIPEIAEJIEHUE. AunomanbHblii BmaaeHue Jjerounbix BeH (ABJIB) -
CJIOXHBIM BPOXKJEHHBIN MOPOK CEepJlia, MPU KOTOPOM YacTh (WJIM BCE) JIETOUHBIE
BeHbl (JIB) Bnamarot B mpaBoe mpezcepane Win ero mpuToku [7].

B 3aBucumocTtn oT TOro, Bce Wi yacth JIB BnagaroT B CHCTEMHBIE BEHBI WU
MpaBo€ MPEACEPANE, BBIACIAIOT 4YacTUUHbIA W TonbHbIM ABJIB. YacTuuHblii
ABJIB xapaktepu3yeTcsi TeM, 4TO OJHA WK OOJiee, HO HE BCE, JIETOUHBIC BEHBI
BrnagaroT B III1 wim B monble BeHbl M uUX NpUTOKHU. [lepBoe ommcaHue mopoka
npuHauiekuT J.B.Winslov. Tlomsuenii ABJIB (ITABJIB) - BpOXICHHBIH MOPOK
ceplila, TJIABHOM 4epTor KOoToporo siBisiercss BnajgeHue Bcex JIB B IIII wim ero
MPUTOKH, COOOIIEHWE MEXAY OOJBIIUM M MaJbiIM KpPyramMH KpOBOOOpaIeHUs
IIPOUCXOINUT Ha ypoBHe mnpencepaur vepe3 IMIIIIL. IlepBoe ommcanme 3TOTO
nopoka npunaanexut J.Wilson.

YACTOTA. UYacrora ABJIB cocraBmter 0,5-9% ot Bcex BIIC
[7,37,40,45,47]. Cpenu Bcex BIIC totansubiit ABJIB BcTpeuaercst He Oojiee, yem
B 0,7-2,6% cnyuyaeB [10]. ¥V gerell MOAPOCTKOBOIO W CTaplIero Bo3pacTa
yaenbHbll Bec [TABJIB HaumHaeT pe3ko CHMXKAThCS, a4 Y B3POCHBIX ITOT IOPOK
BCTpPEUACTCS B €IMHUYHBIX ciiydasx. Xotrs, Mc Manus B.M. ¢ coasr., P.Arciprete c
COaBT. [5] HabOmomaIM M ONEepUpOBaIN OONBHBIX B 3-M Wian 4-i JeKagax >KU3HU.
Tem He Mmenee, o manHeIM AmocoBa H.M. ¢ coasr. [1], Ando H. ¢ coaBt.[6]
abcomoTHoe O0NMBIMMHCTBO (80%) MiaJeHIeB, YMUPAIOT B BO3pACTe IO OJHOTO

roga. llomoGuoe "3mokauectBeHHoe" TteueHue I[IABJIB cBsizano ¢ panHei
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MPOTPECCUPYIOLIEN  CEPJICYHOM  HEAOCTATOYHOCTBIO, KOTOpas  BO3HUKAET
Bciencteue manenbkoro pasmepa JMIIIL, 3acros MKK u Tsxenoir ¢opmbl
runokcun. B 38% ciyqaeB IIABJIB coueraercst ¢ ApyruMu CIOKHBIMH ITOPOKaMU
ceplilla, HaJu4Yhe KOTOPBIX OINPEACNAeT MPOAOHKUTEIBHOCTh JKU3HU TaKHX
oonbHBIX [2,7]. Hanbomnee gacto, B 60-70% ciydaeB, mopok couetaercs ¢ JJMIIII
WIN OTKPBITHIM OBaJbHBIM OKHOM, PEAKO - C JIe(PEKTOM MEXKKEITYJOUKOBOU
MEePErOPOKH, OTKPHITHIM apTepPUATbHBIM IPOTOKOM U T.1I..

KITACCUDUKAILIMA. B paznbie rosl npeajiarajoch MHOKECTBO Ki1acCupu-
karuit AJIJIB, HO HU OJHa W3 HUX HE MOJIy4yusa IMUPOKOro nmpumeHenus. Cpenu
MHOTOYMCIICHHBIX Kiaccudukanuii ABJIB  nHaubombliiee pacrpocTpaHEHUE
noayuyuia kinaccudukanus, npemioxenHas R.Darling ¢ coart. [13], ocHOBY
KOTOPOM TOJOKEH aHAaTOMHUYECKUW MPUHIUII B 3aBUCUMOCTH YPOBHS BIAJCHUS
JIB. ABtopbl BbIACISAIOT 4 TUma mnopoka: | Tum -cynmpakapauaibHbIA WM
Hajicepieunblit: JIB BmamaroT HEMOCPEACTBEHHO B BEPXHIOO Moiyto BeHy (BIIB)
iy e€ nputoky; Il Tun - kapauaneHeli win cepaeynsiii: JIB Bnagarot B I1I1 1o
B KopoHapHblii cunyc; Il tun - uHdpakapauanbHbliii i nonacepaeunsiit: JIB
BIIAJIAIOT B HIWKHIOW Toiyto BeHy (HIIB) wmnm e€ mnpuTokm Huxe ypOBHS
muadparmel u 1Y Tunm - cMenanHbiii: KpoBb U3 JIB moctymaeT B mpaBble OT/IEIbI
cepAlla MO JABYM WIM TPEM ONHCAHHBIM BbIIE MyTAM. Takue paznuuus B
aHATOMHYECKOM CTPOECHHU TIOpOKa OMNPEACNSIIOT CIeUUPUKY HAPYIICHUS
reéMOJIMHAMUKH, KIMHUYECKOE TEUYCHHE, 3alauyd U CIOCOObl XUPYPTrUYECKOTO
JICUEHMSI KaXA0r0 U3 BUIOB MOPOKA.

I'EMONHAMMUKA. I'emoguHamuka npu nojiHoOM wind totaisHoM ABJIB
XapakTepu3yercs 00beMHOU Teperpy3koi Manoro kpyra kposooopaienus (MKK)
u obOenHeHueM OoJiblioro kpyra. Y 2/3 OoibHBIX HaOMIOAAETCsA JEroyHas
runepren3us [7,16], compoBoxkparomiascsi LIHAHO30M M PaHHUM pPa3BUTHEM
TSDKEJION AexommeHcauu. Jlerounas aprepuanbHas runepTersus y 20% O00abHBIX
MMEET TUNEpKUHEeTH4YeCKnii xapaktep u 'y 80%-ckinepormueckuil. [Ipm ouenke
reMOJIMHAMHUKHU OOJIBIIIOE 3HAYCHUE MMEET HAJIMYHUe TPATUEHTa JABICHUS MEXKIY

npaBbIM M JICBBIM IpCcACECpAUAMHU, YTO CBHUACTCIILCTBYET O HCAJACKBATHOCTHU
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MeXMpeacepaHoro aedekra, pa3Mepbl KOTOPOro OMPEAESIIOT 00BEM CHCTEMHOTO
kpoBoToka. Yem Oombine kpoBu mnoctymaer B MKK u BbelpaxkeHHass jerouHo-
BEHO3HAasi 0OCTPYKIIUs, TeM ObICTpee pa3BUBAETCs 00beMHas Meperpyska MmpaBbIxX
oTnenoB cepaua u aprepuansHas JII' [6]. Ilpu sTom neBble oTaENbl cepaua
COXpaHSIOT CBOM OOBIYHBIC pa3Mepbl WM TUNoMUIasupoBanbl. Hepeako
YMEHBIIAETCS YAapHbIA 00BEM JIEBOTO KEIyA0YKa U MUHYTHBINH 00BbeM OO0JIBIIIOTO
kpyra kpoooOpamenust (bBKK) [2,8,17]. Knuamka ABJIB pasnooOpazna u
3aBUCUT OT MHorux daktopoB. Yacto knumuuka ITABJIB xapaktepusyercs
pa3BUTHEM paHHEH U OBICTPO MPOTPECCUPYIONICH CEepACHYHOU HEAOCTATOUYHOCTH,
SBJISIIOIIECMCS OCHOBHOW MPUYMHOU BBICOKOM JIETATLHOCTU OOJBHBIX, MHOTHE W3
KOTOpPBIX YMHUpAIOT J0 rojaoBajioro Bo3pacta [4,15,20]. OO6mee cocTosiHue
OOJIbHBIX ~ ObIBAaCT  TSOKENBIM, W  JHUIb B  E€IUHUYHBIX  CIy4asx -
YIAOBIECTBOPUTEIbHBIM [3,14]. B KIMHWYECKON JUArHOCTUKE MCIOJIb3YIOTCS
COBPEMEHHBIE  METOJABl  HCCIICIOBAHMUS: aeKTpoKapauorpadus [4,9];
sxokapauorpadus [9,18,19]; pentreHorpadus; KaTeTepu3aIus MojI0CTeH cepara ¢
aHrrokapauorpadueii. B nurepatype umeroTcs JaHHBIE, YTO MPHU JUATHOCTHKE
AJIVIB npumensanu kapanoduopockonuto, MCKT u marHuTHOpE30HAHCHBIN
MeTOoJ1 uccienoBanus [6,17]. ITOT MeToa AaeT JOBOJIBHO OOJBIINYI0 HH(OPMAITUIO
o Haymuuu JIMIIIT 1 aHOMaIbHOTO IpeHa)a JerOYHBIX BEeH [5].
ECTECTBEHHOE TEYEHHME U ITPOI'HO3. IIpu ecTtecTBEHHOM TEYEeHUU
I[TABJIB c JII" netaiibHOCTh OY€Hb BbICOKA. CpeaHsisl MPOJOJIKUTEIBHOCTD KU3HU
ATUX OOJBHBIX COCTABJIECT BCETO 7 HeNelb, O0Jiee TOTO, HAJIMYKME MPENSITCTBUS Ha
nyTax orroka u3 JIB cokpamaer BeKHMBaeMocTh 10 3 Henenb [6]. 1o maHHBIM
mHorux aBTopoB: R.Ashoush ¢ coasr.[7], J.Davis ¢ coaBt.[14], He Menee yem 75%
OOJILHBIX YMUPAIOT B MEPBBINA T'OJ] )KU3HU U JIUIIb €AMHUYHBIC OOJbHBIC IOKUBAIOT
1o 3-4 nerHoro Bo3pacta. B otiimume ot 3roro, ecrectBeHHoe TeueHue [TABJIB y
OONMBHBIX C HOPMaJIbHBIM JaBiieHueM JIA OTHOCHTENHbHO OJarompusiTHOE,
3a0osieBaHue MpoTekaeT, kak npu Oonbimiom JMIIIL. B nuteparype umerorcs

coo0O1IeHus, TIe OUcaHbl O0JIbHBIE JoKUBIIHE 10 50-60 jeT.
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JIEYEHUE. Ilpu ITABJIB paaukanbHOE XUPYPrHUYECKOE JICYEHUE MOPOKa -
(akTUYeCKH €AMHCTBEHHOE BMEIIATEIbCTBO, MOCIE KOTOPOTO MOXKHO OKHIATh
CTOMKHI MOJIOKUTENBbHBINA pe3yNbTaT. TeM HE MEHee, NaJUIMATUBHBIE ONEpallid HE
TEPSAIOT CBOEr0 3HAYEHUS, XOTS MOTYT MCHOJIB30BATHCS JIMIIb JUIS JICYEHUS
HOBOPOJKJICHHBIX, HAXOMSIINXCS B KPUTHYECKOM COCTOSIHMM - OIEpalus 3ak-
JI0YAeTCs. B YBEIMYEHUU MEXKIPEICEPAHOrO0 COOOIIECHUSI MyTeM OasIOHHOU
apTEPUCENTOCTOMHUH, YEM JOCTUTAKOTCS JIYUIIUE YCIOBUSA ISl TOCTYIUIEHUS KPOBU
B JIII, a cnemoBarenbHO, W YIy4llIeHHME KpPOBOOOpAIICHHS B OOJBIIOM KpYTe.
Opnako, omepanysi UMEEeT OrpaHUYCHHYI0 I(P(GEKTUBHOCTh M BBIMOIHICTCS Y
JIETEl HE CTaplle TPEXMECSIYHOrO BO3pacTa. B mociegHue rojpl B KIMHUYECKYIO
MPAaKTUKy CTaJIX BHEAPITHCA APYru€ BHUIbl MAJUIMATUBHBIX BMENIATEIbCTB,
KOTOpPbIE MOTYT IPHUMEHATHCA NpPH Cy:KeHUH o01miero kosjuiekropa AJJIB: cyTts
METOJla 3aKJII0YaeTCsl B HHJIOBACKYJIAPHOM Oa/NIOHHOM AMJIaTallid CYKEHHOI'O
ydacTka 00IIEero KOJIeKTopa.

OO01mue npuHIMIBl paarkaibHo Koppekuuu [TABJIB cBonsaTcs k co3nanuio
IMPOKOro a”acroMo3a JieroyHbix BeH ¢ JIII, 3akperruro JIMIIID u mepessske
koyutekropa JIB [3,4,5,7,8]. MeTtoabl Xupyprudeckoro JICUeHUsI TOPOKA PA3IUUHBI
B 3aBHcHUMOCTH OT aHaTomuueckoit dopmbl [TABJIB. TlepBas ynaunas omeparius
coenMHEeHUs1 KoJuiekTopa sierounbix BeH ¢ JIII Bemomnena W.Muller ¢ coabr.
[TockonbKy ornepaiusi MPOM3BOAWIIACH A0 3pbl ~ OTKphITOro cepaua’, JAMIIII ne
ycrpansuics. Jlanee, B 1955 roxy F. Lewis cooOmma o paaukaaibHONW KOPPEKITUH
MOPOKA C MPUMEHEHUEM MMOBEPXHOCTHOM TMIIOTEPMUU - ObUT HAJIO)KEH aHACTOMO3
Mexay obmmM komektopom JIB um JIII ¢ mnpucTeHOYHBIM MepekaTueM
nocnenuero, a JAMIIII ycrpansnca yepes III. B ycnoBusix runorepmMuu mnepByro
YCIICNIHYI0 paauKkanbHyo onepanuto Beimoiaami J.Kirklin ¢ coast.[19] u D.Cooley
u A.Oshner [12].

PanukanbHyi0 KOpPpeKIuioo oObIYHO BBIMONHSIOT B yciousix UK, a y HOBO-
POXKJIEHHBIX HCIIOJB3YIOT TAaKXe TIIyOOKYI0 THMIOTEPMHUIO C OCTaHOBKOW KpPOBO-
obOpamenus [4,8]. CymiecTByeT nBa BapwaHTa orepanuu. llepBwiii BapuaHT -

NOKa3aH TMpu BbIpakeHHOW runomnazun JODK: B wmemsax mnpodunaktuku
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IIOCJIEONEPAMOHHON cepaeuHor HenocraroyHoctu JIMIIII nmuksuampyercs yac-
TUYHO, TMyTeM HCIOJb30BaHUS MEepPOPUPOBAHHOM 3ariatbl. Bo3MOXKHO
MIPUMEHEHHUE JIBYXATAIIHOW TAKTUKHU: MEPBBIM 3TAllOM HAKJIAJbIBAIOT aHACTOMO3
Mexay obmmm kojutektopom JIB u JIII; mocne pa3paboTku JEBBIX OTIENOB, Clie-
JTYIOIIMM BTOPBIM ATAllOM TEPEBSI3bIBAIOT OOIIMI KOJIJIEKTOP Y MECTa BIAaJICHUSA
€ro B CHUCTEMHYIO BE€HY. BTOpoil BapHaHT - OJHOBpPEMEHHas KOPPEKLHUs BCEX
KOMIIOHEHTOB NOpoKa B ycioBusax UK.

Jis xoppekiuu ITABJIB 1 u Il mo R.Darling’ ¢ coast. [13], xapak-
TEePU3YIOIINXCSl HalM4yueM oOIero kosuiekropa JIB, mpousBoasT cxoxkue ore-
panuu. Oneparus BbIIOJHAETCS OOBIYHO U3 CPEUHHON CTEPHOTOMUM, B YCIOBUSIX
UK. Hanoxenue anacromosza wmexay JIII u xomrektopom JIB moxer OBbITh
OCYILIECTBIICHO MyTeM Jnoctyna K cepary depes Il u skcrpakapamansno [12].
[Tnomanpe aHacromMo3a HE JOJDKHA OBITh MEHBIIE ATPUOBEHTPHUKYJSPHOTO
orBepctud [3,5,7], T.K. MAJIEHbKUE pa3MeEpPbl COYCTbS MOTYT MPHUBECTH K 3aCTOIO
kpoBu B JIB; mocne nanoxkenus anacromosa, JIMIIII 3akpeiBaroT 3aminaTtod u3
ayToNepuKapAa WM CUHTETUYECKOW TKaHU; MpUYEM IpU HEOOJBIIOM pa3Mepe
nonoctu 111, momocTe MOKHO YBEJIMUHTH 3a CUET MEPEMELICHUS HUKHETO Kpas
3arutatel B cropony IIIT [8]. B manpHeiimem, omepanust Obuta MoauduIimpoBaHa
H.M. AMocoBeiM U coaBt. [1], B.Barrat-Boues c coagr., [8]. Hoctym c3aam k JIII,
npemsioxxeHublid B 1970 rony B.Roe, npuzHanus He MOTy4uI.

Koppekiust kapauaisHoro tumna mopoka no meroxy J.Kirklin ¢ coast., [19]
HamOoJiee TMpocTa IO TEXHUKE HCIONHEeHUs. B cinydae BmaaeHus oOOLIEro
KOJUIeKTOpa JeroyHbix BeH B I1I1 ycThe ero 0ObIyHO OBIBAET MIMPOKUM, KOPPEKLHUS
COCTOMT JIMILIb B IepemenieHnu yctbs JIB B JIII ¢ OQHOBpEMEHHOMN ILIACTUKOU
JAMIIIL. IIpu Bmanenun ABJIB B KC npumeHsieTcs aHalorM4Has omnepauus c
moaudukarmeir Van Praagh ¢ coaBT. - cHayana uccekaeTcss 4acTh MEPEropoIKH
Mexay oBalbHbIM OKHOM M KC, 3arem paccekaercss mnepeaHsisi CTEHKa, B
pe3ysbTate 4Yero BHOBb co3gaHHOe ImMpokoe yctbe KC — oxa3piBaercs
nepememieHHsIM B JIII; 3amiaTy moAmIMBaIOT ¢ TaKUM pacueToM, 4ToObI MOCIe

buxcanun e€ ycrtbe KC mepemecTunoch B TOJIOCTh JIII. Yacteim
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MOCJICONEPAIIMOHHBIM  OCJIOKHEHUEM TMPU 3TOM BHJAE KOPPEKIUU SBISIETCS
HapyIlIeHWe TMPOBOJAUMOCTA C PA3IUYHBIMUA (dopMamMu OpaguapuTMUHU, dUTO,
BHUJINIMO, CBSI3aHO C MOBPEKJICHUEM BHYTPHUIPEICEPIHBIX MEXKY3JIOBBIX MYTEU MpH
pesekuun neperopoaku npexacepaus. C  1EAb0  NPEeIyNpexKIACHUS TaHHOTO
ocnoxkHenuss B 1972 rogy Van Praag c coaBropamu TpenyioKUId METOIUKY,
3aKirovaronryrocsa B pezekuuu kpbimn KC ¢ mociaeayronmmM yIIMBaHUEM YCThS
KC u JMIIIL. Opnnako, Reed G.E.Cc coaBT., mMpUMEHHB JaHHYIO METOIUKY
orepalyy, He OTMETUIIM CITy4yaeB CHUKEHUSI OpaJuKapAuH B MOCIEONEepalliOHHOM
nepuoAe. Ilpu STOM BBISICHUIIOCH JIPYrO€ CEPbE3HOE OCIO0XHEHUE HSTOU
MoauduKkauuii - creHozuposanue JIB B o0nactu kosuiektopa wim ycths KC, vame
pasBuBaroleecs cnycts 3-4 mecsia mocie onepanud. Tak, 4acToTta OOCTPYKIIHH
JIB npu [TABJIB B KC mocne koppekiun mnopoka, mo manasiMm C.M.Whight c
CoaBT., Bo3HHMKasa B 3,6% ciydae. K. Turley c¢ coaBt., Habmomam o0CTPYKITUIO
jgerounbix BeH B 60%)| Habmoaenusx, a J.Davis ¢ coasr., [14] - B 10% u G.Reed ¢
COAaBT., - B 22% ciy4aes.

OcoOble TEXHUYECKHE CJIOKHOCTH BO3HHMKAIOT OOBIYHO TMIPU KOPPEKIUU
nH(ppakapauaIbHON U CynpakapAuaibHON (POPMBI C aHOMAJLHBIM JIPEHAXKEM He-
MOCPEACTBEHHO B OJIHY M3 MOJIBIX BEH: OCIIOXKHSAIOUIUM MOMEHTOM B TaKHX CIy-
yagx sBisercs 1o, yto JIB m JII orcrosT pgamexko apyr OT Japyra U MO3TOMY
MPUXOJUTCS BBITIOJHATh CJIOKHBIE PEKOHCTPYKTHMBHBIC OIEpali, KOTOPbIE
pekomenaoBanu psa aBTtopoB [19] . IIpu stom B BIIB wnmn HIIB ¢ nmomomuisto
3ariaThl, WA MPOAOJbHBIM pa3AeJCHUEM €ro MOJIOCTU CO3JAaeTCs TYHHEIb,
HECYIIUH  apTepuajIbHyl0 KpOBb, TaKUM TIIyTeM OOpa30BaHHBIM  KaHAJ
BHYTpHIpeacepaHo nepemeriaercs yepes JIMIII B monocts JIIT [4,7].

[Ipu cmemiaHHOM THIIE TIOPOKA METOJ| KOPPUTHUPYIOIIUX omepanuu Oosee
pazHooOpazeH. B 3aBUCHMOCTH OT KOHKPETHBIX aHATOMUYECKUX (OpM, OH
CKJIQJIbIBACTCSI U3 KOMIUIEKCA OINEpaluid, BBINOJHAEMOM IMPU TOTAJIBHOM U
gyactuuHoM ABJIB. Ycnex Bcex BUAOB omnepanuil 3aBUCUT OT CO3/aHUS aleK-
BATHOTrO aHactomo3a Mexnay JIII m serouHbiMu BeHaMu, OT TIIATEIBHOW MPO-

(WIAKTUKY BO3AYIIHOW U apTepuabHOM dMO0mu [7].
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JleranbHOCTh MOcie xupyprudeckoil koppekuuu ITABJIB, no naHHeIM psiaa
aBTopoB: Friesen C.L.H., ¢ coaBt., C.M.Whight ¢ coasr. S.Williams ¢ coasr. [31]
KoJiebanack ot 25 10 84%, a 3a mocienHee BpeMs CHU3MIACh 10 6% [7,8], mpuuem
y JeTel paHHETO BO3pacTa €€ yJAaaoch COKpaTuth A0 16%. 3HaUUTEIbHO MEHbIIIEH
JIETAIBHOCTH MOXKHO IOOUTHCS y fetedt 1o 3 jet [4]. JletanbHbie uCX01bI 0OBIYHO
CBSI3aHBI C UCXOJIHBIM TSKEJIBIM COCTOSIHUEM OOJIbHBIX, ONIEPUPOBAHHBIX Ha (POHE
BbIpaskeHHOU JII' n aprepuanbHoil runokcemuun [31]. JlerampHOCTh mocie orne-
pauuu y nerei 1o 6 et mo nanHeiM M. Gomes ¢ coaBr. [18], coctaBuna 10%. Ona
BEITIIC TIpu WHpaKapAnAIbHONW (popMe aHOMaJIBHOTO APCHaXKa JIETOYHBIX BEH B
HIIB, mpu JII', runomiaznupoBaHHbIX JEBBIX OTAEIAX CEPALA.

OTHAJIEHHBIE PE3VJIBTATBI. M3ydeHue OTHAJICHHBIX pPE3YyJbTAaTOB -
OJIMH U3 HanboJiee TOCTOBEPHBIX MOKa3aTeIel Heaeco00pa3HOCTH TOTO UM UHOTO
METOJa JICYEHHUS, YTO MO3BOJIAET OLUEHUTh METOAUKY C MO3UIMUA BpeMeHu. Ot-
JaJICHHbIE Pe3yibTaThl Xxupypruueckoro jedeHus ABJIB B nutepatype ocBe-
HIAI0TCS B €IMHUYHBIX pabOTax M yalie Ha HEOOJIbIIOM MaTepuale.

Onuumu u3 nepsbix, M.Gomes et al.[18] oOpatuiau npucTaibHOe BHUMAHHUE
Ha pe3yibTaThl XUPYPTUUECKONW KOPPEKIHUH B OTJAJEHHOM TIEPUOAE MOCIe
I[TABJIB. Umu o6cnenoBano 49 GoybHBIX, B3 59 ONMEpUpPOBAHHBIX, B CPOKH OT 1
roga 10 14 ner. OguH nauueHT ymep depes 2 rojia mocjie ornepauud OT apUTMUU.
YeTBepplM B OTHaleHHOM mnepuone, mnposeaeHo AKI-uccinenoBanne npu
MOAO3PEHUN Ha OCTAaTOYHBIA IIYHT, IPUYEM y JBOUX OH BBISBIEH (uepe3 6 u 14
aet nocne onepauun). Cucronuueckoe naBieHue B JIA y Bcex 00cie0BaHHBIX
00aBHBIX ObLTO B mipeaenax 30 MM pT.cT.

[TpoTuBOpeumnBBIC pe3ynbTaThl nocie koppekuun [TABJIB momyuwunu Trusler
C.A. c coaBtr. U3 35 omnepupoBaHHBIX HWMH OOJIbHBIX, BBDKUJIO JBEHAIIATh.
OO6cnenoBanre, BKIIOYAIOIIEE KATETEPU3AIMIO TOJIOCTEH cepala MPOBEACHHOE Y
HUX 4Yepe3 HECKOJBKO JIET, MOKAa3ajJ0 XOpOIIME pe3yJbTaThl. TOJBKO y OJZHOTO
MalueHTa ¢ aria3ueu JeBOro JIETKOTo, JnaBieHue B JIA mpojaoipkaio ocTtaBaThCs
PaBHBIM TIOJIOBUHE CUCTEMHOTO. ABTOPHI HAIIUIK, YTO Yy JETeH ¢ CyOKapAuaIbHON

dbopmoii mopoka, Oosiee BbicoKoe faBieHue B JIA, uem npu apyrux tunax ABJIB,
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U OTHUM OOBSICHSIM TPUYUHBI HEYIOBICTBOPUTEIBHBIX HEIMOCPEICTBEHHBIX
pE3yNbTaTOB B CBOEH padore [9].

I[To muenuro A.Serra et al. u A.Serraf ¢ coasr., creno3 JIB sBusercs
CEPbE3HBIM OCJIOKHEHHEM JUIsi OOJIBHBIX /10 M TOCJIE pPaguKaIbHOW KOPPEKLUU
ITABJIB. ABTOpHBI NPUBOIAT pe3ysbTarhl onepanuu y 107 GoibHBIX, U3 HUX 28 C
cyOkapauanpHON M 23 ¢ cympakapauaibHOM ¢dopMaMH, U3 KOTOPBIX 57 uUMenu
CTEHO3 KoOJuIeKTopa. B mocneonepaimonnom nepuoge 20 mauueHTOB YMEPJIO
(18%). B otnanennsie cpoku y 4 oOHapyx’eHa OOCTPYKIHS B MECTE€ aHACTOMO3a.
Onun GonpHOM ymep 0e3 omepaluu U3 JBYX, HOBTOPHO ONEPUPOBAHHBIX, OIUH
TaK)ke Morud B IMOCJeoNepaluoHHOM nepuoze. B mociennem ciydyae O00abHOMY
Obla mpowu3Be/eHa OajUIOHHAs JWIaTaius OOCTPYKTMBHOrO yuacTka. [Toxoxwuit
Cilyyail yJlauHOW TpaHCIIOMHHAIBHOW OayUIOHHOW AWiaTalid CTEHO3UPOBAHHOTO
y4acTKa KOJUIEKTOpa Y OOJIbHBIX MOCTIE ONepaiy OMUCAIH U IPYTHE aBTOPHI.

Boubioii onbit ieuenus [IABJIB onmcan y R.Lamb et al.[20] - 80 GonbHBIX.
B otnanennom nepuojie 0bu10 6 60sIbHBIX yMep:o. [IpuunHoi sty cMepTeit Oblia
OOCTpPYKLIMSI BEHO3HOT'O KOJUIEKTOpa (uepe3 5 Heneab- 3 Mecsiia ocje OneparyHm).
B nByx ciyyasx ormeueH cteHo3 orBepctus KC (1-mpu cMmemanHoi, BTOpol-ipu
ABJIB B KC); B naByx chydasx wu3-3a CTE€HO3a Kojuiektopa JIB (mpu
CylnpakapuaibHON U cyOKapAuaibHON (hopMax) U B OTHOM CITydae UMEJICSl CTEHO3
oTBepcTUd npasbix JIB, npuBenmmii K OTEKy NpaBoOro JIETKOro (Mpy KapAualibHOU
dbopme B IIII). JlaBnenue B JIA y 3tnx 60abHBIX ObLIO OT 65 10 120 MM PT. CT.
[IprumHOM CMEpPTM LIECTOrO MauWeHTa sBWiIack Hempoxoaumocts BIIB mnpum
I[TABJIB B BepxHIOIO MOJyt0 BeHY. [lOoBTOpHBIE omepanuu NPOBOAWINCH y &
OonbHBIX (Tpoe- ¢ oOcTpykmueit, 4- c pekanHanmmzanued JIMIII u omun ¢
Henpoxoaumocthio BIIB). OgHuM U3 BBIBOAOB, KOTOPBIM CHAENAIA aBTOPHI,
ABJIsieTCA TO, uTO MeTtojuka koppekiuu npu [TABJIB B KC, npemnoxennas R.Van
Praagh et al. siBisieTcst criopHOIA.

Friesen C.L.H. et al. onuceiBatoT oTHaNeHHbIe Pe3yibTaThl Y 28 OOJIBHBIX B
cpoku 10 14 ner. YV mATH NauMEHTOB BBISIBIEH CTEHO3 BEHO3HOT'O KOJUJIEKTOPA,

KOTOPbIN OTPeOOBa MOBTOPHOI'O ONMEPATUBHOTO BMEIIATENLCTBA (B TPEX CIydasx
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olnepalry 3aKOHYMIIUCh CMEPTHI0). [I[pyroil mpuynMHON MOBTOPHBIX omnepauuii y 4
OonpHBIX Obuia pekanamusanus JIMIIIT. Kak coobmpmum Y.Ando et al. [6], B
OTIAJEHHOM mepuoie u3 38 MPOONEPUPOBAHHBIX  HOBOPOXKICHHBIX  C
cynpakapauaibHoit ¢opmoii [TABJIB mo merommke (GErsony, mMeno MecTo TpHU
cilydas Cy)KEHUSI MecCTa aHacToOMO3a, JIBa U3 KOTOPBIX 3aKOHUYMJIMCh CMEPTHIO
oonpHOTO. A.Corno et al. [11] mocTurim Xopoiero pesysibraTa B OTAAJICHHBIC
cpoku a0 6 ner y 30 OonbHbIX. OHM NPUMEHSIIM TAaK HA3bIBAEMYIO TEXHHKY
"nBorHoM 3armatel’- Ha JAMIIII u o6s3aTensHO 3arutary, pacmupstonyto JIII. B
MIOCIICOTIEPAIIMOHHOM TIepHoje HE ObLIO CMepTel M Bce OOJNBbHBIE YYBCTBOBAIHU
cedst Xxopoulo.

Jlo HacTosIero BpeMEHU B JMTEpaType MPOJOJIKAIOT IMOSBISATHCS COO00-
nieHus 00 omuOKax BO BpeMsl omepanuud (HEmoJiHash KOPPEKIUs MOopoKa) Hu
OCJIO)KHEHUSIX B IOCJICONEPALUOHHOM OTNAJICHHOM MNEepUoAe (CeNTHUYECKHM SH-
JIOKapJAUT, TPUBOJIAIIMNA K YaCTMYHON WM MOJHOW pekaHanmuzanuu naedexra). O
BO3MOXKHOCTH peKaHaIu3aluu JedeKkTa cooOImalT MHorue aBTopel [3,5,7].
Hpyras rpymmna cneruduyecKux OCIOKHEHUN B OTJAJICHHOM IEpUOJE CBS3aHA C
3aTpyIHEHHEM KpOBOTOKa IO aHOMaibHO BhoagatomuMm JIB BcaeactBue wux
cyxenusi, Tpom0o3a [2,4]. ITo omucanuio Friesen C.L.H. et al. , y 4 6onbHBIX ObLIH
npu3zHaku Tpom6o3a ABJIB ¢ mpuszHakamMu J0JI€BOTO JIETOYHOTO 3aCTosl,
MPEUMYILECTBEHHO MPAaBOW BEPXHEW JOJM C SBJICHHUSIMHU KPOBOXapKaHbsl Y OJIHOTO
O0onbHOrO. Takoe OCIOXKHEHHE PEOKO SBISETCS NPUYUHOW CMEpPTH, HO He
POXOJUT OECCIeNHO BCIEACTBUE Pa3BUTHsS CHAeK, KoJularepaiei, KpoBb U3 3TOU
JIOJIA TIOCTYNAaeT B CHUCTEMHBbIE BEHBI BbI3bIBAs TEM CaMbIM BO300HOBIICHHE
apTepruo-BEHO3HOTO cOpoca.

NmeroTcst cielupuyeckue OCIOXKHEHUS, CBSI3aHHBbIE C HapyLIEHUEM Kpo-
BoTOKa 1o BIIB BcreacTBue pa3inyHbIX NPUYUH - CYXKEHHS €€ IMPOCBETA IMOCIIE
paszeneHus1, CMOPINUBAHUS 3aIljiaT, BOSHUKHOBEHHs TpomOo3a. Husain S.A. et al.
[48], y omHOrO OONBHOTO OTMETHJI TMPH3HAKU BpeMEeHHOH 3akynopku BIIB.
C.Chartrand et al. [10] y oxgnoro 6osbHOTO ¢ M00aBouHOM BIIB uepes 5 met mocie

xkoppeknun ABJIB oOnapyxumu creno3 BIIB. B.C.CeprueBckuii ¢ coast. [2],
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3apETUCTPUPOBAIN Cllydaid Tpom0O3a, MPUBEAIIMNA K OTEKYy TOJOBHOIO MO3ra.
Hapymenus kpoBotoka mo BIIB moryt 3akoH4YMTBCS 0OJIaromoiaydyHo M OBITh
COBMECTUMBIMU ¢ ku3HbIO [10,48], HECMOTpsA Ha CYKEHHE WJIM JaXE IMOIHYIO
HEMpoXoauMocTh [4,16]. KpoBOTOK mpu 3TOM OCYIIECTBIISIETCS MO KOJIIATEpasIsiM
yepe3 cucteMy HemapHo BeHsl B HIIB wmnm uepes npobGaounyro BIIB, mpu ee
HaJIM4Yuu.

Hcxond W3 BBIIIEU3I0KEHHOTO CTAHOBHUTCS $ICHO, YTO B JICYEHHWU aHO-
MaJbHOTO JIpeHaka JETOYHBIX BEH OCTAETCS MHOTO HEpEUIEHHBIX Mpo0IieM, cpen
KOTOPBIX MOHO BBIJIECTUTh ONACHOCTb CYXEHHS JIETOYHO-IPEICEPAHOIO
aHactomo3a, BIIB, HapylieHue OTTOKa MO JIETOYHBIM BEHAM, COXPAHEHHUE JIEBO
MPABOIO IIYHTA U HAPYIIEHUSI pUTMa Cepla.

Takum o0pa3oM, TOTaNbHBIA aHOMAJIBHBIN JIPEHAX JIETOYHBIX BEH - PEAKUN U
CJIOKHBIM MOPOK CEpALa C JIOBOJbHO TUIMHYHOW KIMHUKON U PAHHUM pPa3BUTHEM
JIETOYHOW THIIEPTEH3UH. B CBOEBpEMEHHOE IMAarHOCTHKE MOPOKA BEAYIIEE MECTO
npuHamiexuT OXoKI, penrrenorpadpun, MCKT u xarerepuzaumu monoctei
cepaua ¢ AKI. PanHee u aneKBaTHO BBINOJHEHHOE PEKOHCTPYKTUBHOE
BMEIIATENBCTBO C JIUCIIOKAIMEN JIETOYHBIX BEH B JIEBOE MPEICEPANE MO3BOISAET
MOJIYYUTh XOPOIIUE OTAATIEHHBIE PE3YJIbTATHI.
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