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Mockoscknin HUW neguatpun n AeTckom xmpyprum

IIpencTaBiensl COBpeMEHHbIE JAHHbIE 00 APTEPHOBEHO3HbIX AHOMAJIMAX JieTKUX. [IpHBeeHbI CBEIeHNs O PACHPOCTPAHEHHOCTH H
3THOJIOTHH 3a00/eBanud. Onucana natomMopdoiornyecKas KApTHHA AaHHOI narosoruu. [IpeacTaBiens! KIMHNYECKHE TPOSIBIEHHS
apTepHOBEHO3HBIX AHOMAJIMIA JIETKUX M JHATHOCTUYECKHE MeTObl 00c/enoBanus nauueHToB. [Toka3aHbl coBpeMeHHbIE MOIXOABI
K JICYEHHI0 OOJIbHBIX C JIETOYHOI apTepuoBeHO3HOI Majb(opManueii.
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An update on pulmonary arteriovenous malformations is presented. Information on the prevalence and etiology of the disease is given.
The pathomorphological picture of this pathology is described. The clinical manifestations of pulmonary arteriovenous malforma-
tions and diagnostic studies are outlined. The current approaches to treating patients with pulmonary arteriovenous malformations

are shown.
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AI;TCpI/IOBeHO3HBIe AHOMAJIMY JICTOYHBIX COCYIOB TIPO-
BJISIIOTCST COOOIIIEHUEM MEKIY JISTOUHBIMU apTepusi-
MU 1 JIESTOYHBIMU BEHAMU U B GOJTBIIIMHCTBE CJTy9aeB UMEIOT
BPOKIEHHBIN TeHe3. BriepBbie 5TOT MOPOK pa3BUTHST OBLT
orrcaH B 1897 1. T. Churton Kak MHOXECTBEHHbIE aHEBPH3-
MBI JISTOYHOI apTepuy, OOHapy:KeHHBIC TIPU MOPHOJIOTH-
YyeckoM MccienoBaHuu [1]. ApTepMoBeHO3HbIE AHOMATUU
COCYIIOB JIETKMX O0003HAYalOT Pa3UIHBIMA TePMUHAMU:
JIETOYHBIC apTePUOBEHO3HBIC (DUCTYIIBI, apTEPUOBCHO3HEIC
AHEBPU3MBI JIETKUX, TeMAaHTMOMBI JIETKIX, KaBEPHO3HBIE
AHTUOMBI JIETKMX, JIETOUHbIE TeJIeaHTUAKTa3uM |2, 3].
AHOMaJIbHbIe KOMMYHHMKALIUA MEXIY KPOBEHOCHBIMU
cocymaMu JIETKUX MOTYT OOHAPYXKUBATHCS TIPU Pa3TMIHBIX
MPUOOPETEHHBIX COCTOSTHUAX. [TpaBoJIeBbIN IIYHT MEXIY
JIETOUHBIMU apTePUSMU U BEHAMU BBISIBJISIETCS TTPU LIUPPO-
3¢ Me4YeHu (renaTonyJIbMOHAIBHBIA CUHAPOM), MUTpalb-
HOM CTeHO3¢, TpaBMe, aKTHHOMHKO3e, cuHapome dDaHko-
HM, METaCTaTMYECKON KapIMHOME IIMTOBUIHON KeJIe3bl
[4, 5]. AHacTOMO3bI MeK1y OPOHXUATBHBIMU U JIETOYHBIMU
apTepUSIMU C JICBONPABbIM IIYHTUPOBAHUEM MOTYT Pa3BU-
BaTbCs TTPY XPOHUYECKUX OPOHXOJIETOUHBIX 3a00JIeBAaHUSX,
HarpuMmep Tpu OpoHXo03KTazax [6]. OCHOBHOI MPUYMHOM
apTepUOBEHO3HBIX aHOMATUA JISTKUX Y ICTEi SIBIISICTCST Ha-
CJICICTBEHHASI TeMopparnyeckas TejieaHruakrasus [7, 8].
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YacToTa

JlerouHblie apTeprMOBEHO3HbIE AHOMAJIMU MPEACTABIISI-
10T PEeNKYI0 KJIMHMYECKYIo narosioruto. I[To qaHHbIM ay-
TOTCUU, OHU OOHapyxuBatotcs B 3 u3 15 000 nposeneH-
HbIX BCKPBITUiA [2]. B HEOOMBIIMX KIMHUKAX B CPeTHEM
HabJII01a10T OTHOTO MALMEeHTAa B TOI.

ApTEeprUOBEHO3HbIE AHOMAJIMU JIETKUX BCTPEYAlOTCS
C OIMHAKOBOI YACTOTON Y MAIBYMKOB U J€BOYEK, OIHAKO
B [1€PUOJIE HOBOPOXKIEHHOCTU JaHHAsI MATOJIOT M Yallle Ha-
omomaetcst y MasburKoB [9]. Okono 10% cirydyaes 3abore-
BaHUSI BBISIBJISIETCS Y HOBOPOKICHHBIX U fieTeil. [TpuMepHo
70% apTeprOBEHO3HBIX aHOMAJIUI JIETKMX aCCOIMUPOBa-
HbI C HACJIEICTBEHHOI FeMOPParnyecKoii TeJleaHrMaKTa3u-
el (cM. Tabmiy). C npyroii cTopoHbl, 15—35% GOMbHBIX
C HAcJeICTBEHHOI TeMOpparMyeckoil TejleaHTUIKTa3uei
HMMEIOT apTePUOBEHO3HbIE aHOMaTUK Jerkux [ 10].

dTuonorna n natoreHes

DTUOJIOTUS JIETOYHBIX apTEPUOBEHO3HBIX aHOMAJIMUI
octaetcsi Hen3BecTHON. COBpeMEHHBIMU MOJIEKYJISIPHO-
TeHETUYECKUMU UCCIIEIOBAHUSMU ONPEeIEHbI, IO Kpaii-
Hell Mepe, TP XPOMOCOMHBIX JIOKYCa, OTBETCTBEHHbIX 3a
BO3HUMKHOBEHME apTEPUOBEHO3HBIX Mabdopmanuii [18,
19]. YcraHoBIEHO, YTO T€HETUYECKOI OCHOBOM 00JIe3HU
BO MHOTUX CJIyyasiX sIBJISIETCS aHOMAJIMST SHAOMIMHA DH-
JOTEJIMATbHbBIX KJIETOK — OCHOBHOTO OejiKa, CBSI3bIBa-
folero TpaHchopMupytommii dakrop pocta — TGF-
(HacieacTBEHHas1 TeMopparuyeckasi TeJleaHTUAKTa3Usl
1-to tuma) [18—21]. BeisiienHo He MeHee 16 myTamuit
B reHe ENG, KoTopblii KOAUPYET 3HIOIJIMH 3HIOTE/IN-
aJIbHBIX KJIETOK M KapTUpoBaH Ha xpomocome 9q34.1 [20].
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Tabauya. CuMOTOMBI M IPU3HAKH APTEPHOBEHO3HBIX AHOMAJIHIA JIETOYHBIX COCY/I0B, IO JAHHBIM PA3HLIX ABTOPOB (B %)

CUMIOTOMBI ¥ IPU3HAKHA J. Moyer u H. Sluiter- D.Dinesu D.Dinesu R.Whiteu J.Jacksonu J. Puskasu
coaBrT. [11] Eringau coaBT. coaBT. [13] coaBt. [14] coaBt. [15] coaBt. [16]  coast. [17]
(n=21) [12] (n=27) (n=63) (n=38) (n=76) (n=16) (n=21)
HocoBoe kpoBoTeueHue 71 56 — 32 79 — 29
Oppiika 62 40 32 47 71 63 67
KpoBoxapkaHbe — 13 10 — 13 — 5
TeneaHrMaKTa3bl 67 79 — 34 — — 48
CocynucTble IIyMbl B JIETKUX — 67 59 29 — 25 29
YToeHne KOHIIEBBIX (payaHT 81 54 13 — — 69 33
Llnanos 76 25 16 — — 69 29
HI'T = 78 60 47 88 63 57

Tlpumeuanue. n — 4ucio HabIOAABIIMXCS 00JbHBIX; — HeT JaHHbIX; HI'T — HaciencTBeHHasi reMopparuyeckast TeJleaHrMIKTa3usl.

B npyrom jnoxkyce — 12q — omnpenesneH reH akTUBMHA
peuenroponoaodHoit kuHasbl 1 (ALK-1) anmorenunanb-
HBIX KJIETOK, MyTallMi KOTOPOTO BEAyT K HACJIEACTBEH-
HO#1 TeMopparuyeckoil TeJleaHTuaKTa3um 2-ro Tuma [22,
23]. B Hacrosiiiee BpeMsi M3ydaeTcsl acColMalius MyTa-
uuu B reHe ALK-1 1 couetaHHOTo pa3BUTHUS JIETOYHOM
TUIIEPTEH3UM U HACJEeNCTBEHHON reMopparuyeckoil te-
sieanruskrasuu [24, 25]. Tperuit 1oKyc (TeH peiuernropa
TGF- II) onpeneneH Ha xpomocome 3p22 [20].

B psaje uccnenoBanuii yctaHoBIeHa KOppessiius de-
HOTUITUYECKUX MPOSIBICHUI HACJIEACTBEHHOW remMoppa-
TMYECKON TeJIeaHTUIKTA3UU C TeHETUYECKUMU JaHHbIMU
[18, 26—29]. Tak, J. Berg m coaBT. TOKa3aJal BBICOKYIO
YACTOTY JIETOYHBIX apPTEPUOBEHO3HbIX MaibhopMaluii
MpU HACJENCTBEHHOW reMopparnyeckoil TejeaHruaKTa-
3un (29,2%), cBSI3aHHOM C MyTallUsSIMU TeHa SHIOTIMHA
[28]. AHasiornunble nanHbie npuBodsaT C. Shovlin u co-
aBT., TMOJATBEPXKIAIOLINE BBICOKYIO YACTOTy apTepUOBe-
HO3HBIX JIETOYHBIX Mabdopmariuii (41%) 1ipyu HaTUInm
MyTallMii B reHe 3HaomHa [27].

[Tarosnorust ykazaHHbIX T'€HOB MPUBOAUT K pPa3iny-
HbIM COCYIUCTHIM (heHOMEHAM: HApYILLIEHUIO AHTUOTeHe3a,
WHIYKIIMM MUTOTeHe3a SHAOTEJMaIbHBIX KJIETOK, Hapy-
IIEHUIO B3aUMOJEHCTBUSI KJIETOK, MaTPUMKCa U BHELIHUX
(hakTopoB, npeapacnoyaralouMx K COCyIUCTOMY MOBPEXK-
nenuio [23]. K. McAllister ¥ COaBT. CUUTAIOT, YUTO AHOMAJb-
HblIf SHAOMJIMH MOBPEXIAET SHAOTEJUATbHBbIE KIETKU,
HapyliaeT peMoJe/IMPOBAHUE COCYIOB U CIOCOOCTBYET
Pa3BUTHIO apTepUOBEHO3HbBIX Masibhopmanuii [20].

Hekotopble uccienoBatenu nojaratoT, YTo apTepuo-
BEHO3HbIE MabhopMalid OOYCIOBJIEHbl HapyllIEHUEM
(hopMupoBaHUs TEPMUHAIbHBIX ApTEPUAIbHBIX TETEb,
YTO MPUBOIUT K UX IUIATALMU U UCTOHUEHMIO CTEHOK Ka-
NUUIIPHBIX Me1ouKoB [30]. [lpyrue aBTopbl BEICKA3bIBAIOT
MHEHME, UTO apTepUOBEHO3HbIE AHOMAJIMU B JIETKUX BO3-
HMKAIOT U3-3a HApYILIEHHOM cernapaivuu COCyIUCThIX Tiepe-
TOPOMIOK, KOTOPbIE Pa3Ie/siioT apTepUaibHble U BEHO3HbIE
MJIEKCYChI, U B HOPME aHACTOMO3UPYIOT BO BHYTPUYTPOO-
HoM niepuone [31]. BodMoxHO, YTO MHOXECTBEHHbIE MEJI-
KWE apTepUOBEHO3HbIE KOMMYHUKAIIMM BO3HUKAIOT B pe-

3yJIBTaTe HAPYIICHMsI Pa3BUTHSI KaIIWUIIPOB B (DeTaTbHOM
nepuoze [31]. M. Hales nosaraer, yto Melotyarbie apTe-
PUOBEHO3HBIE aHOMAIMU (POPMUPYIOTCS TIYTEM TTpOTpec-
CUBHOI IWjiaTalluyd MeJKMX TuiekcycoB [32]. M3-3a Bo3-
HHUKHOBEHUS OOJTHIIIOTO MEIIOTIATOTO CIUIETCHUS MEJTKIE
CIUICTEHUS TIPETePIICBAOT 0OPaTHOE Pa3BUTHE, ITOCKOJIBKY
B HMX MCUYe3aeT OCHOBHOM IMOTOK KpoBH. B mocemyrorem
TOHKHWE CTCHKA OCHOBHOTO M3BHMTOTO CIUICTCHUS (MEIIKa)
MOTYT Pa3phIBaThCs, YTO TIPUBOIUT K 0OpPa30BaHUIO CIM-
HOI1 MELIOTYATOI apTepUOBEHO3HOM (DUCTYJIbI.

MaTtomopdonorus

[TpumepHO 63—70% JIETOYHBIX apTEPUOBEHO3HBIX (Y-
CTyJl OOHApYXXUBAIOTCSI B HUXKHMX JOJISIX Jierkux [2, 33].
B kpymHOM uccemoBaHNN, OCHOBAHHOM Ha TTaToMopdo-
JIOTMYECKUX NaHHBIX 350 MaluyeHTOB C apTepUOBEHO3HBIMU
ductynamu, mokasaHo, 4To B 75% ciiydaeB ObLUIO BBISIBIICHO
OTHOCTOPOHHEE TIopaxkeHue, 36% OOTBHBIX MMEJIA MHOXKE-
CTBEHHBIC MaJTb(OPMAIIN COCYIOB, U3 HUX Y TIOJIOBUHBI
ObI10 ABycTOpOoHHee TTopaxkeHue [33]. B 81% cityyaes apte-
PUOBEHO3HBIC (DUCTYITBI TTPOTEKAIN C BOBJICUCHUEM TUICB-
P, B 19% — HaXoaMIMCh MOJIHOCTHIO CYOIuIeBpaibHO. Pas-
Mep apTepUOBEHO3HBIX aHOMAIUI Kosedbaics oT 1 10 5 cM
B IMaMeTpe, HO B psife ciryyaeB pocturai 10 cM. OnucaHbl
apTepUOBCHO3HbIC AHOMAJIMH, UMEIOIITNE B «TOJIOBBI Me-
Iy3bl». MUKPOCKOITMIECKIE apTePHOBCHO3ZHBIC aHOMAJIAN
0003HaYalOT Kak TejeaHTnaKTasbl. OT 7 1o 10% GoMbHBIX
nMeroT Tdby3HBIE MUKPOCKOITMYECKIE aHOMATAN B KOM-
OMHALIMM C OOJBIIMMU, BUIVNMBIMA PEHTTCHOTOTUUCCKI
apTepUOBEHO3HbIMU MasibhopMaLusamMu Jierkux |14, 15].
M. Hales coobGiut o ciryyae 3a0oJjieBaHusI, KOrna ObUI1o 00-
Hapy»XeHO HECKOJIbKO COTEH TUIeKCH(MOPMHBIX 00pa3oBa-
Huit pazmepoM ot 1 10 10 MM B TuameTpe, pacripocTpaHeH-
HbIX 1] dY3HO 110 BceMy Jierkomy [32].

B 80—90% cayuaeB apTepMOBEHO3HBIE aHOMAIIUU
KJTaCCUGUITMPYIOT KaK MPOCThIe — KOTIa OHA TTUTAoIIast
CeTMEHTApHasI apTepust COSAMHSICTCST C OMHON TPEeHUPYIO-
mweir BeHoi [15, 34, 35]. KomIieKCHbIMU Ha3bIBalOT
aHOMAJIMM, KOTJIa UMEIOTCS JIBS WJIM HECKOJIbKO ITHTAf0-
KX apTepuil Wiu apeHupyommx BeH [34]. HeGombine
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TeJIEAHTMAKTa3bl B OOJBIIMHCTBE CJIy4aeB OTHOCSTCS
K KOMIUIeKCHOMY TuIty [32]. JlerouHble apTepMOBEeHO3HbIE
aHoMaJTiK B 95% ciTydaeB MCXOIST U3 BETBEH JIETOYHOM ap-

TEpUU U 3HAYUTEIBHO PeXe U3 CUCTEMHBIX apTepuit [13].

M3BecTHbI ciiyyau, KOrja apTepUOBEHO3HbIE aHOMATUU

JIeTKUX (pOpMUPOBATIUCH U3 JIETOUHOTO M CUCTEMHOTO KPO-

BocHaOxeHust [36]. IpeHupoBaHHWE apTePUOBEHO3HOTO

CBHUILIA TPOUCXOIUT OOBIYHO B JIEBOE MpPeACepare, OTHAKO

MOXeT HabJIoNaThCcsl aHOMAJbHOE APEHUPOBAHUE B HU-

SKHIOIO TIOJTYIO WM O€3bIMSIHHYIO BeHy [2, 31].

JlerouHble apTeprOBEHO3HbIE AHOMAJIMU C TOUKU 3pe-
HUSI ATOJOTMYECKON aHATOMUU UMEIOT CIeyIolIe OT-
JIMYUTEIbHbIE XapaKTEPUCTUKU: 1) cOCyaUCTbIe KaHAIbI
TOHKOCTEHHbIE (TUIIa ManupyCHOI OymMaru) U BbICTIaHbI
TOHKHUM CJIOEM 3HIOTENIUS; 2) CTpOMa, COCTOSIIIAsI U3 CO-
€IMHUTEILHON TKaHU, HE CBSI3aHa C OKPYXaIOIlIe ierou-
HOI1 TKaHbl0; 3) CTEHKA apTepUOBEHO3HOTO 00pa30BaHMSI
VIUIOTHEHA (PUOPOTUYECKON TKAHBIO U 3JaCTUYECKUMU
BOJIOKHamu [2].

BBIIENSIIOT TP TUITMYHBIX BapUaHTa JISTOYHBIX apTe-
PUOBEHO3HbBIX AHOMAJIUIA:

1) OOJBIION €AUHBIN COCYAUCTHIN MEIIOK;

2) tuiekcudOpMHbIE MacChl ¢ TUIATUPOBAHHBIMU KaHa-
JIaMU;

3) IUAaTUPOBAHHbIE W YAaCTO U3BUThIE HEMOCPEACTBEH-
Hble KOMMYHMKAIIMU MEXAY apTepueil u BeHoil [22,
31, 33]. Penko MoryT HabGJtonaTbest TPOMOO3 U Kallb-
nudUKalus apTepruoOBEHO3HON aHOMAIUU [2].

KnuHunyeckne nposiByieHns

CrenyeT OTMETUTD, UTO PaHee OMUMCAHHAs B JIMTEpaType
KJIacCUYecKasi Tpuaja CUMITOMOB JIETOUHbIX apTepUOBe-
HO3HbBIX aHOMAJIMI B BUIE OABIIIKU, LIMAHO3a U YTOJILE-
HUsI KOHIIEBBIX (haylaHT Habmomaercst Toiabko B 10% ciry-
yaeB [17]. CumnTombl 3a00JieBaHUSI MOTYT 3HAUYMUTEIBHO
BapbUpOBaTh. Y psiia OOJIbHBIX KIMHUYECKUE MPU3HAKU
MOTYT MOJIHOCTBIO OTCYTCTBOBATh. B TsiXKesbIX ciiyyasix 60-
JIe3Hb MPOSIBJISIETCS] BbIPAXKEHHBIM LIMAHO30M, 3aCTOMHOMN
CepACYHON HEIOCTATOYHOCTBIO U IAXe OCTPOIA bIXaTelb-
HOI HenoCTaTouyHOCThIO [9, 37]. OCHOBHbBIE KIMHUYECKUE
MPOSIBJIEHUS JIETOUYHbIX apTEPUOBEHO3HBIX aHOMAJIUIA, TIO
JIAHHBIM Pa3HbIX aBTOPOB, MPUBEIEHDI B Ta0. 1.

KiuHunueckue nposiBiieHUs 3aBUCST OT pa3mMepa apre-
puoBeHo3HOI aHoManuu [13]. OObIYHO eAMHUYHbBIE 00-
pa3oBaHUs MEHEee 2 CM B IMaMEeTpe HEe COMPOBOXKAAIOTCS
Kakoi-1mbo cumnromaTukoii [13, 38]. Haunbonee yacto
CUMNTOMBI OO0JIE3HU OTMEUAIOTCSI TPU MHOXKECTBEHHBIX
nuddy3Hbix Matbhopmanusx [14].

CaMbIM XapaKTepHBIM MPU3HAKOM JICTOUHBIX apTe-
PUOBEHO3HbIX AHOMAIMN CIYXUT ojpliika. Ojabllka
HauboJsiee TUMUYHA ISl OOJIbHBIX C OOJBIIMMU U MHO-
>KECTBEHHBIMU apTePUOBEHO3HBIMM (DUCTYJIAMU U TTOYTH
y BceX OOJIbHBIX COYETAETCsl C YTOJIIEHUEM KOHIEBbIX
dananr nanbues [39]. Psang KIMHULKMCTOB OTMETUIN Xa-
pakTepHOE MPOsIBJICHUE, KOTa ObIIIKA HE3HAUUTESbHA,
a 1MaHO3 U YTOJILEHUE KOHIIEBBIX (halaHT NajbleB 10-

CTaTOYHO BbIpaxeHbl [40]. ¥ HeKOTOPBIX OOJBHBIX UME-
€T MECTO TUIATHITHO? (YJIyJIIIEeHWEe TBIXaHWS MPU HAKIIO-
He Briepen) [41]. TMonaratot, 4to 3TOT (heHOMEH CBsI3aH
C YMEHbIIEHWEM KpOBOTOKA Yepe3 apTepUOBEHO3HbBIE
wyHTHI. [11aTUITHO? MOXET Takxke HabIoAaThCsl TIPU Te-
MaTornyjbMOHAILHOM CUHAPOME, IMOOJIUH JIETOUHOH ap-
TEPUM U MOCJIC YAaJIeHUs YacTH Jierkoro [42].

KpoBoxapkaHbe HaOII0IAETCSl TOBOJBHO 4YacTo, HO
SIBJISIETCSI HE CUMIITOMOM 3a00JIeBaHMSl, @ €ro OCJIOXKHE-
HuewMm [12, 13, 38]. Jlaxxe oOMIbHOE KpOBOXapKaHbE PEIKO
3aKaHuUMBaeTcs ¢araabHo [43].

ApTepUOBEHO3HbBIC AaHOMAJIMK TIPU HACJEICTBCHHOMN
TeMOPPArnIecKON TeJICaHTUIKTa3UU MOTYT ITPOSIBIISITh-
Csl HOCOBBIMU KPOBOTCUCHUSIMU, BO3HUKAIOIIMMU TIPU
HE3HAUMTEJIbHOW TpaBMe CIU3MCTBIX HOca. BaxHo oT-
METHUTh, YTO HOCOBBIC KPOBOTECYCHMSI MOTYT TOSIBIISITh-
Csl 3HAYUTEJILHO paHbllle, YeM TeJIeaHTMIKTa3uu. Takxke
MOTYT HaOJIIONAThCsI KPOBOTEUEHUST U3 TEJI€aHTUIKTA30B
KOXU ¥ XKeJTyTOYHO-KHUIIIEYHOTO TpakTa. OGBIIHO BHEJIe-
TOYHbIE KPOBOTEUEHUSI COMPOBOXAAIOTCS aHeMuUei [28].

MoryT HabIOnaThCs TaKWe CHUMIITOMBI, KaK 0OJIM B
TPpyIHON KJIEeTKe, Kallejib, MUTPEHO3Hasl ToJI0BHAs 00JIb,
3BOH B YllIaX, TOJIOBOKPYKEHUE, TUTUIOINUS, PACCTPONCT-
BO peuu, CHHKOIIe. MHOTHE M3 3TUX CUMITTOMOB CBSI3aHBI
C TUTTIOKCEMUEH, TTIOJTUIIUTEMUEH 1 1IepeOpOBaCKYISIPHBI-
MW HapyIICHUSIMU.

[pu aycKymbTaly IPUMEPHO Y TIOJIOBUHBI OOTHHBIX
C apTepUOBEHO3HBIMM AaHOMAJUSIMU Hall JETKUMH BBI-
CJIYUIMBAETCS 1IyM WIM TyJ B 00JIaCTH JIOKaau3aluuu 00-
paszoBanusi. ym nydiie cabliieH Bo Bpemst Baoxa [13],
WHTCHCUBHOCTb €T0 MCHSIETCSI B 3aBUCUMOCTHU OT TI0JIO-
KeHUs Tesia 6osibHOro. Tak, NMpy pacrosoXeHUu aHoMa-
JIMU B HUXKHEN MPaBoOW J0JI€ JIETKOTO 1IYM XOPOILO CJIbI-
1LIeH TPU TOJIOKEHUU OOJILHOTO JiexKa Ha TpaBoM OOKY.

WHcTpymeHTanbHas aAnarHocTuka

JlerouHble (YHKIIMOHAIBHBIE TECTHI Yy ITallMEHTOB
C apTEPUOBEHO3HBIMU AHOMATUSIMU OOBIYHO HE U3MEHE-
HBl. MUHYTHasI BEHTWISIIIUS JIETKUX B TIOKOE, TIO TAaHHBIM
CMIUPOMETPUHN, YMEPEHHO YBeuueHa [44, 45].

Y GosblIMHCTBA OOJBHBIX OMpPENesieTcsl TMIoKCce-
MMSI: MaplMaIbHOE HAIpsDKEHWE KUCIopoda B KPOBU
(p,0,) <80 MM PT.CT. MJIM HACBIILIEHWE KPOBU KUCJIOPOIOM
(Sa0,) <97—98% [13, 14].

PeHtreHorpacdus rpyaHon KneTku

KriaccuyecknM  TIposIBJIEHWEM — apTepHOBEHO3HOIM
AHOMAJIUM JIETKUX Ha PeHTTeHOrpaMMe TPYAHON KIIETKU
SIBJISIETCSI OJTHOPOIHOE OOpa3oBaHME OBAJIbHOU (hOPMBI
1—5 cm B nuamMeTtpe, OObIYHO BUAMMOE B HUKHUX JOJISIX
nerkux (puc. 1) [46]. Takue oGpa3oBaHKsl OOGHApPYKMBa-
1otcs y 98% 60nbHBIX [12—14]. Y MaliMeHTOB ¢ MHOXKECT-
BEHHBIMU apTEPUOBEHO3HBIMU AaHOMAJTUSIMU, KaK MPaBU-
JI0, onpenessieTcst oT 2 10 8 00pa3oBaHMUii, HO MOXET ObITh
u 3HayuTeapHo Oosbie [10, 33]. Ha puc. 2 npeacrasie-
Ha peHTreHOrpaMMa TPYAHOI KJIeTKU OOJIbHOTO ¢ MHO-
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Puc. 1. PentrenorpaMma HIKHeii 1011 JIEBOTO JIETKOTO MAIM-
€HTA C JIErOYHOii aPTEePrOBEHO3HOI AHOMAJIMEI.

BunHo okpyrioe aBymnosibuaToe oOpa3oBaHUE OXHOPOIHOM
IUIOTHOCTH (yKa3aHO CTPEJIKON).

L

Puc. 2. PentrenorpaMMa MHOKECTBEHHBIX ApPTePHOBEHO3HBIX
AHOMAJIMii B HIKHUX M CPEIHHMX OTAEIAaX 000MX JIETKHUX MalM-
€HTA C TSKEJIOM OJBIIKON  TUNOKCEeMHUEN.

SKECTBEHHBIMM apTEPUOBEHO3HBIMU Maib(OpMaLIMSIMKU
— 22 ouvara, 20 13 KOTOPBIX B MOCJEAYIOLIEM ObLIN 1O/~
BEPTHYTHI AMOoM3auu [46]. ¥ manmmeHToB ¢ MUKPOCO-
CYAMCTBIMU TEJIEAHTUIKTA3aMU PEHTIeHOTpaMMa JIETKUX
00BIYHO HE U3MEHEHA UJIM MOXET OIPENESIThCS YCUIIEH-
HbIIl COCYNUCTbII pUCYHOK [47].

Ha tomMorpamme MOXHO BU3yaJM3UpOBATh MUTAIO-
1LIIYI0 apTepUI0, KOTOpasi COCTaBJIsIeT 4—7 MM B IMaMeTpe
u penko nocrturaet 20 mm. JlaHHast apTepust OTXOAUT pa-
NIUaJIbHO 13 00J1aCTU KOPHS a0pThl. B psizie ciyyaeB BugHa
NIpeHUpYIOIllasi BeHa Mo3aju jieBoro npeacepaus [13, 14].

KAPAQMWOJ1IOMNsA

JleroyHaq remoguHamMuKa

Y GOJIBHBIX € JIETOYHBIMUA apTePUOBEHO3HBIMI aHOMa-
JIVSIMU TABJICHUE B MaJIOM KpyTe KPOBOOOPAIIICHHSI OOBIYHO
HopMasbHoe [11—14, 45, 48]. OnHako clieayeT yYuThIBaTh,
YTO HACJCNCTBCHHAs] TeMopparmyeckas TeJeaHTUIKTa-
3UST MOXET SIBJISIThCSI TIPUUMHON Pa3BUTHS JIETOYHOM TH-
nepreH3uun [49]. AprepuajibHasi JeroyHasl TUIEpTEH3USI
MPpY JAHHOI IMATOJIOTMM HEPEIKO BBISIBISIETCS B paHHEM
nerckoM Boapacte [50]. Ilpu HacnencTBeHHOI remoppa-
TMIECKON TeJIeaHTUIKTA3UU JICTOYHAs] TUTICPTCH3UST KITH-
HUYECKU W THUCTOJIOTMUYECKU MICHTUYHA MINONAaTUIeCKOM
JIeroyHoi runepreH3uu. B coobmennu J. Gossage, mocssi-
LIEHHOM JIETOUHBIM COCYIMCTBIM aHOMaJIUsIM, 8 13 84 ma-
LIMECHTOB UMEJTN JICTOYHYIO apTepUaIbHYIO TUTICPTECH3HUIO.
CpeHee TaBieHNE B JISTOYHOW apTeprud Y HUX COCTABIISIIO
oT 36 mo 50 MM PT.CT., a JIeTOYHAsI COCYIUCTAsT PE3UCTEHT-
HOCTb KoJiebamach ot 730 1o 1160 auH ¢ ¢ * cM~> (Tipu HOpMe
60—150 muH * ¢ * cM~) [46].

[eHe3 eroyHoi TUIIEPTEH3UN y TAITMEHTOB C COCY-
JIHUCTBIMUA aHOMAJTUSIMU JIETKUX OCTACTCS HEBBISICHEHHBIM
U, BEPOSITHO, CBSI3aH C XpOHWYECKOI runokcemueit. [pu
HACJICNICTBEHHOM TeMOpParuJecKoil TeJIeaHTUIKTA3UI
pa3BUTHE JIETOYHOW THUTIEPTEH3WM CBSI3aHO C MyTalldeit
BreHe ALK-1.

JleroyHass TUTIEPTEH3MS MOXET TaKXKe BO3HMKATD
y OOJTBHBIX C apTEPUOBCHO3HBIMY aHOMAJTUSIMHU TTOCIIE Pe-
3eKIIMH WA 9MOOIU3AITNHN OOJTBIIIOTO apTePUOBEHO3HOTO
cuiua [45, 51—53].

OcnoxHeHus

Hioke niepevnciieHbl pa3TuIHbIe OCTOXKHEHUS, KOTO-
pbIe MOTYT HaOJIONAThCS Y TIAIIMEHTOB C apTePUOBEHO3-
HBIMU aHOMAJTUSIMU JIETKUX:

*  CYyIOpOTH;

* MWTpPEHO3Hasl TOJIOBHAsI OOJIb;

*  TPaH3WUTOPHBIC HAPYIICHUS MO3TOBOTO KPOBOOO-

PpaIIeHUsT;

*  1epeOPOBACKYIISIPHBIC MHCYJIBTHI;

» abcuecc Mo3ra;

*  TUIOKCEMUST,;

* TeMOTOpaKc;

* JITOYHOE KPOBOTEYCHNE;

* JIeTOYHAs TUTIEPTECH3US;

*  3acToiHas cepieyHast HeOCTaTOYHOCTb;

*  TTOJWITUTEMUS;

*  aHeMWs;

*  WHGEKIIMOHHBIN SHIOKAPINT.

Hawub6onee gacteim (30%) ocnmoskHEHWEM apTepHrOBe-
HO3HBIX MaJTb(opMaITnii IBJISICTCS TOpaskeHUE IICHTPATb-
Hoii HepBHO# cuctemsl. [To ganHbIM R. White u coasr.,
MOpakeHNEe HEPBHOUN CUCTEMBI TTPOSIBIISICTCS MHCYJIBTa-
mu (18%), TpaH3UTOPHBIMU HUIIEMHUYSCKUMM aTaKaMu
(37%), abcieccom Mosra (9%), MATPEHO3HOM TOJIOBHOM
601610 (43%) n cynoporamu (8%) [15]. OcHOBHOI TIpU-
YUHOU 11epeOPOBACKYISIPHBIX OCIIOXKHEHUH STBIISIETCST TIa-
pamoKcaabHas SMOOJUST Yepe3 apTepUOBCHO3HBIN IITyHT

POCCUNCKWIA BECTHUK NMEPUHATOJIONMW U MNEAUATPUN, 3, 2010

42




benosepos [0.M., Aeanumos JI.H. APTEPUOBEHO3HBLIE AHOMANNK COCYLLOB NIETKMX

[10, 12—14, 17]. TpomOBbI Takke MOTYT BOBHUKATb in situ,
yeMy crnoco0cTByeT noauuuremusi. MHbekunoHHas sMm-
00J11sI C pa3BUTHEM MO3TOBOro adciiecca BOZHUKAET MpU
HaJIMYMU BOCIIAJIEHUS B apTepUOBEHO3HOIM uctyne. OT-
MEUYEHO, YTO MapagokcaibHas dMO0Usl HabIonaeTcs,
€CJIM IMaMeTp NMUTalolleil aprepuu npesbiaeT 3 M [35].

K mocrarouHo penkum, HO MOTEHLMATIBHO OMACHBIM
OCJIOKHEHMSIM OTHOCSIT FeMOTOPAaKC U JIETOYHOE KPOBO-
TeyeHue. [eMoTopakc pa3BUBaeTCsl M3-3a pas3pbiBa CyO-
MJIEBPAJIbHOM apTepUMOBEHO3HOM aHOMAJIUM, B TO BpeMsl
Kak JIETOYHOE KPOBOTEUEHUE MPOUCXOAUT MPU pa3pbiBe
apTepUOBEHO3HOI aHEBPU3Mbl B MPOCBET OpoHXa WU
pas3pbiBe HA0OPOHXUATBHOTO TEJIEAHTUIKTA3A.

IMommuTemus 1 aHemust HaGmomatoTcest B 25 u 17%
cJlydaeB COOTBETCTBEHHO [11—14].

U3mepeHune ppakuum WyHTa

@pakiys IIyHTa — BeJIMIMHA CEPICYHOTO BEIOpOCa,
KOTOpast IIIyHTUPYETCSI CIIpaBa HaJIeBO U B HOPMe He TIpe-
BoimaeT 5%. M3MepeHne (Gpakumu IIyHTa TTPOBOIUTCS
10 CIeLManbHOM METOAMKE, ¢ onpenencHuem p, O, u Sa0,
yepe3 15—20 muH nociie Basixanus 100% kucnopona [40].
Dpaxkuys IIyHTa 3HAYUTEIbHO YBEJIMUEHA Y MallMeHTOB
C JIETOYHBIMM apTEPUOBEHO3HBIMU MaTb(hOpMallUsSIMU U
kousrebsietcst ot 9,5 no 42%, B cpenHem coctanisisa 20%
[12, 16, 45, 54].

KoHTpacTHas axokapauorpadpus

KonTpacTtHast axokapauorpadust SIBISIETCS BHICOKO-
YYBCTBUTEJIbHBIM METOJIOM B IMArHOCTHKE BHYTPUIIETOU-
HBIX IIYHTOB ¥ 110 MH(GOPMATUBHOCTHU TIPEBBIIIAET METOI
omnpezaencHusT pakiuu 1ryHTa. McciaenoBaHue MmMpoBo-
JIATCS ¢ TIOMONIBIO IBYXMEPHO# axoKapauorpadun. [Tpu
BU3yaJM3alluy MMPaBoOro M JEBOTO MpPeACepaust B MPOEK-
LIMM YeThIpeX KaMep B NeprudepudecKyio BeHy B Kadyec-
TBE KOHTPACTHOI'O BEIIECTBa BBOAAT CTpyitHO 5—10 mu
¢uzHnoI0rMUYecKoro pacteopa. B HopMe KOHTpacT ObICT-
PO TMOCTYINaeT B MpaBoe MpeAcepaue U Mpu OTCYTCTBUU
BHYTpPHCEPAECUHBIX IIYHTOB Mcye3aeT. Ecin mMeeT MecTo
BHYTPHMCEPACUHBIN IIYHT, KOHTPACT BU3yaU3UPYyeTCs 3a
OIIMH CEPICYHBIN ILIMKII B JIEBLIX OTAEIaX CepAlla U BHOBb
B ITpaBOM Tipeacepanu. [1pu HaTuInm apTepruoBEHO3HBIX
IIYHTOB B JIETKUX BBEJCHHbBIN KOHTPACT MOSIBJISIETCS B Jie-
BOM TIpeICEepAUM TTPUMEPHO uepe3 3—8 ceplaeuHbIX M-
KJIOB (BpeMsi, HEOOXOAMMOe ISl TOTO, YTOOBbI KOHTPACT
Mpolies yepes JerouHbie cocyanl) [47, 55—57].

PapuoHyknuaHas nepgy3noHHas cumHTurpadusa

Pagvonyknnnnas nepdysnoHHast cliyHTUrpadus jer-
KUX SIBJISIETCSl BCIIOMOTaTebHbIM METOJOM HMAarHOCTUKU
apTepUOBEHO3HbIX MalbhopMalnii. BBeneHHbIA KOHTpacT
(06b19HO *™TC) IMO3BOJISIET BU3YATM3UPOBATh KAITMJLTSIPHOES
Jioxe Jierkux. OmHaKo, ecJiv IIyHT OOJIBILION U UMEET quia-
TUPOBAHHbBIE KATWJLISIPbI, TO B HEM HE MPOUCXOIUT HAKOII-
JIeHUsI KOHTpacTHOro matepuaia. [locieaHuit HakamivBa-
€TCsl B IPYIUX OpraHax, Takux Kak MO3T WY MOYKH.

KomnbloTepHasa Tomorpadpus

KomnbiotepHasi tomorpadust sIBJAsSIETCS BBICOKOYYBCT-
BUTEJbHBIM METOJOM JMArHOCTUKU apTePUOBEHO3HBIX
MalibhopMalnii, MOCKOJbKY MO3BOJISIET OLIEHUTh aHTHUO-
apXUTEKTOHUKY cocynoB. [To uHdopmaTtuBHOCTH MeTOA
CpaBHUM c aHruonyjabMoHorpadueit. [Tockonbky mMeTon
HEUHBA3MBHBII, €ro PEeKOMEHAYIOT MCIO0Jb30BaTh s
BBISIBJICHUSI JIETOUHBIX COCYAMCTBIX aHOMaJuii y NeTei,
a TakXke KaK CKPUHUPYIOLIUI METOJA IMArHOCTUKU MPU
HACJIEACTBEHHOI TeMOpparuyeckoil TejJeaHIMIKTa3uu
[58, 59].

MarHuuTHo-pe3oHaHCcHas Tomorpadus

MudopmMarnBHOCT, METOIA, OCHOBAHHOIO Ha Mar-
HHUTHOM pe30HaHce, 10 KOHIIa He u3ydeHa. [1o MHeHUIO
OOJIBLIMHCTBA MCCIIE0BaTENIE, METO/ SIBJISICTCST MH(DOP-
MAaTUBHBIM Ul OOHAPYXXEHMSI KPYIHBIX aHOMAJIMiA, HO
MaJIOYyBCTBUTEJIEH NPU AMArHOCTUKE MEJIKHMX apTepro-
BEHO3HBIX MopaxkeHuit [60—62].

AHrvorpacus nerkux

HecMoTpst Ha BHempeHUE BBICOKOMH(DOPMATUBHBIX
TEXHOJIOTUN B KIMHUYCCKYIO TPAKTHKY, aHTHOTrpadust
JIETKUX OCTAaeTCsT 30JI0TBIM CTaHIAPTOM B TUATHOCTHKE
JIETOYHBIX apTePUOBCHO3HBIX aHOMATW. DTOT METO.X
0COOCHHO HEOOXOIMM B CIIyJastX, KOT/Ia IPEIIToIaracTcst
BO3MOXHOCTb 3MOOJIOTEPAITMY COCYIUCTON aHOMATUHU
[34, 35]. Ha puc. 3 npuBeneH xapakTepHblil TpuMep aH-
ruorpad®IecKoil TMarHOCTUKKA apTepHMOBEHO3HOW aHO-
MaJiH, paHee 3aIloJO3PEHHOU IpU peHTTreHorpadun
rpyIHON KJIeTKU (CM. puc. 1).

Anroputm AMarHoCTUKN apTepPUOBEHO3HbIX
aHOManui nerkux

ApTeproBeHO3Has Malibhopmanust JerkKux J0oJKHA
OBITh 3aM003peHA MPU HATUYUH CJAENYIOIIMX MPU3HAKOB:

' ~

Puc. 3. AurnorpamMma Jierkux npu aprepruoBEeHO3HOM CBHIIE.
KareTep (¢) BBeieH B mUTAlOlIy10 apTepuio (a), KoTopas pas-
NIEJISIETCS Ha JIBe BETBM, BIaJalolllde B JBa MEIIKOBUIHBIX
00pa3oBaHUsI IBYIOJBYATON apTepUOBEHO3HON aHOMAJIWH.
BeHa (v) UCXOIMUT CHU3Y OT MUTAIOIIEel apTepun.
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1) omWH WIM HECKOJIBKO Y3EJIKOB IPU PEHTTCHOJIOTH -
YeCcKoM 00CJIeIOBaHUH;

CTM3UCTOKOXHBIC TeJICAaHTUIKTA3HbI;
HEOOBSICHUMBIE  TIPUYMHBI  BO3HUKHOBEHWS
OIIBIIIIKY, KPOBOXapKaHbsT, TUTTOKCEMUH,, TTOJTALIH-
TEMUU, YTOJIICHUS] KOHIIEBBIX (DajlaHT, IIMaHo3a,
5MOOJIMY MO3TOBBIX COCYIIOB, abcIiecca MO3Ta.

Ha puc. 4 nipuBeneH MPOCTON aITOPUTM BBISIBICHUS
OOJIBHBIX C JICTOYHBIMU COCYTUCTHIMA aHOMATMSIMHU. JlaH-
HbIit aITOpUTM npeioxeH J. Gossage v MpeCcTaBieH B Ha-
meit Mmomudukarwy. [1pr 06GHapy:KeHIH TIOTO3PUTETBHBIX
M3MCHEHUI Ha peHTIeHOrpaMMe TPYIHOM KIIETKH! Y TIalln-
€HTOB C TIEPEYMCIICHHBIMY BBIIIE KaT00aMU MbI CUUTAEM
BO3MOXKHBIM TIPOBEICHNE KOHTPACTHOM 3XOKaparorpadum
0e3 olleHKM (hpaKIMy IIyHTa. DTO OOYCIOBJIEHO TEM, YTO
B JIETCKOM BO3pacTe orperneieHre (pakiuy MIyHTa Me-

2)
3)

KAPAQMWOJ1IOMNsA

Hee MH(MOPMATHBHO, YeM Y B3pOCIIbIX TarueHToB. C apy-
TOIl CTOPOHBI, KOHTPACTHAs 3XOKapauorpadust mo3BoJsieT
WCKITIOUUTD WIN TTOATBEPANUTH HATMIME BHYTPUCEPICTHBIX
IIIYHTOB, KOTOPBIC 3HAYUTEIILHO YaIlle HaOMIOMA0TCs Y e-
Teil M He MUAarHOCTUPYIOTCS KIMHWYECKHU. [1pn momoxu-
TEJTLHBIX Pe3yJIbTaTaX KOHTPACTHOM 3XOKaparorpaduu 1mo-
Ka3aHO TIPOBEICHUE CEJICKTMBHON aHTHOTPAadUM JICTKHX.
ITo muenuto J. Gossage, KOHTpacTHasi axoKapauorpadust
SIBIISICTCST HAVJTYUIIIAM JOCTYITHBIM U BBICOKOIYBCTBUTEITh-
HBIM CKPUHUHTOBBIM TECTOM B JIMAarHOCTUKE JIETOYHBIX
apTepMOBEHO3HBIX MasTb(opmariuii [63].

JleueHue

BaxkxHO OTMETHUTB, YTO JIETOYHBIC COCYIMCTHIC aHOMa-
JIMU TIPOTPECCUPYIOT C BO3PACTOM U TIPU €CTECTBEHHOM
TEYEeHUU MOpOoKa MPOTHO3 3ab0sieBaHUSI OOBIYHO HebJia-

MOAO3PEHME HA
APTEPUOBEHO3HYIO

AHOMAIUIO NETKNUX

¥3nol

EOE

OBEPA3OBAHUE HA

PEHTIEHOr PAMME
TNErKAX

W3MEPEHWE
LUYHTA

HET

CTAHAAPTHOE
AWArHOCTUHECKOE
OBCNEAOBAHWE

Y3NOBOro OEPA30OBAHUA

KOHTPACTHAA
BXOKAPOWOrPADNA

APTEPMOBEHO3HAA
AHOMAIWS NETKWUX
MAMOBEPOATHA

BHYTPUCEPIEYHbIA
LWYHT

BHYTPWUNEMOYHbLIA HET LIYHTA
WYHT

LOOMONHUTENBHOE
KAPOUONOrMMECKOE
OBCNEAOBAHUE

AHIMOrPADUA
TNErKWX

NYbMOHONOrMYECKOE
OBCINEQOBAHUE

AHOMASIHL I
COCY[] (CBULL) HE
ONPEAENSAETCS

ANODYIHAA NIEFOYHAR
APTEPUOBEHO3HAA
AHOMANUA M
CEMATONEFOYHBIN
CUHOPOM

BUAEH AHOMATLHBIA
COCYA (CBULLY)

PELUEHWE BOMPOCA
OB 3MBONOTEPAMNUA
WUNK XUPYPTUMECKON
PE3EKLMKN

Puc. 4. Anroputy IMATHOCTHKH JIETOYHBIX APTEPHOBEHO3HBIX AHOMAJIHIA.
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TOTIPUSITHBIN, 0COOCHHO TIPU COYETAaHWU C HACIICACTBEH-
HOI1 reMopparunyeckoii Teaeanruskrasueit [10, 13].
OCHOBHBIM METOIOM JICUCHHUS SIBJISICTCS] XUPYPTAYEC-
Kasl pe3eKIusl COCYIMCTON aHOMaluy WK ee 3M00JM3a-
ms [64]. ONTUMaTBbHBIM CYMTAETCS] TPOMOO3IMOOIM3a-
1M1 TIMTAIOLIEr0 COCyja apTePUOBEHO3HON aHOMAJIUMU.
DMbos0TEpanus COMPOBOXIAAETCS 3HAYUTEIbHO MEHb-
1Ieil yacToToi ociiokHeHuil. B kauectBe amMOonM3upy-
IOILIEr0 MaTepuaia UCMOJb3YIOT PA3IMYHOIO TUMA CIU-
panu, Ivalon (rmosnuBUHWI), CheMHbIe OalTOHYMKU. [Tpu
0OJIbLIMX apTepUOBEHO3HbIX cBUIlAX (Oosee 7—10 MMm)
MIPUMEHSTIOT KOMOWHAIINIO OKKITIO3UPYIOIINX MaTepua-
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