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CAVUAN HECHELUPUUYECKOTO AOPTOAPTEPUUTA
Y PEBEHKA 3 AET

I'Y HMU kapamoaornu Tomckoro HayuHoro reutpa CO PAMH, r. Tomck, PO

Hecnenuduueckuit aoproaprepuut (HAA) — cucremHOe
3aboJieBaHNe ayTOMMMYHHOI'O TeHesa, Be[yllliee Juallle BCero
K CTEHO3MPOBAHMIO A0PThI, MATUCTPAJIbHBIX apPTEPU 1 pa3BU-
THUIO UIIIEMUU COOTBETCTBYIOIEro oprana. Mopdoaoruuecku
HAA oTHOCHUTCA K I'DyIIIIEe CUCTEMHBIX BaCKYJIUTOB U XapaK-
TepU3yeTCs PASBUTUEM JECTPYKTUBHO-IIPOIYKTUBHOTO A0PTUTA
¥ cy0aopTAJIBLHOTO IIaHAPTEPUUTA, IPUBOIAIIErO K Aedopma-
[ U CTEHO3MPOBAHUIO IIPOCBETa cocy1oB. IlepBoe onucanue
HAA otrocurca xk 1830 r. 9to ObL1a 45-1eTHAA KEeHIITUHA
C MEepPCUCTUPYIOINeN JUX0pagKoi, OTCYTCTBUEM IIyJbCa Ha
KOHEUYHOCTSAX, ITPOrPecCUpPYIoIneil ImoTepeil Macchbl Tejia U
opeimkoit [1]. B 1835 r. Schlesinger ommcan mopaskenue
HUCXOAAIIEH aopThl AOPTUTOM Y AeBYIIKHU 15 Jjer.

Yacrora HAA B momyjsAnuu AOMOMJIMHHO HEHM3BECTHA.
W3yueHnne pacupocTpaHEHHOCTH IIATOJIOTHHY B OJHOM 13 PAaiOHOB
IIBenuu 1MOKa3aa0, YTO €3KErofHO BBIABJIAETCS 6,4 HOBBIX
cayuass HAA [1], 8 CIITA — 2,6 cayuas [2]. B memom B pas-
JIMYHBIX CTPAHAX B HACTOSAIINH MOMEHT HACUNTHIBAETCS OKOJIO
570 manueHToB ¢ moaTBep:KAeHHBIM HAA, uTO cKOpee Bcero
SABJISAETCS BEPXYIIIKOI «aiicoepra», yUNThIBas HAJIUYME TOCTA-
TOYHO JJINTEJbHOM CyOKJIMHUUECKOH cTaguu 3aboaeBanusd [3].

ITo panueiM HamumonanbHOro KoMmuTeTa JIMOHUY 10 U3Y-
yennio HAA, y 6oJbIInHCTBA OOJBHBIX OCTpasi cTagus 3a00-
JIeBaHUSA Uallle BCero HaunHaeTcsa B Bospacte oT 6 go 20 jeT
u qiutcs ot 3 no 7 Hexens [4]. Kiunnuecku MaHu(ECTUPYIO-
MU A0PTOAPTEPUUT Y AeTel MJIaIlero Bo3pacra aBJIdeTcsd,
MO-BUAUMOMY, «Ka3yUCTUKOWN», U B JOCTYIIHON HAM JUTEpa-
Type Mbl He HAIJINA YIOMUHAHUS 00 ombiTe jedeHus HAA
Yy 9TO# KaTeropuu mairueHToB.

IIpepiaraem omnwucanuve KJIMHAYECKOTo ciayudas HAA
y IeBOUYKH 3 JIeT.

JIt06a A. HaxoAMIaCh B OTJEJIEHUH JeTCKON KapAuOoJOT U
HUU kapauosmoruu Tomckoro mayunoro mearpa CO PAMH
C INarHO30M: OCHOBHOM — HeCcHeIu(PUIeCKUil a0PTOAPTEPUNT
Cc mopakeHueM OpIOIIIHOTO OT[ejia aopThl (CTEHO3 YCThEeB
YPEBHOT'O CTBOJIA, Me3eHTEePUAJbHBIX apTepHUil, MOUEUHBIX
apTepuii, aOpThl); CUMIITOMATHUYECKAsA apTepraabHasa TUIIep-
reusus II—III crenenn; HK ITA—IIB craguu; comyTCTBYIO-
Ui — JAMOJIM03; MUIlleBasd ajJJIeprus.

IIpu mocTynieHny B cTaI[IOHAD OTMEUAIUCh »KAaJ00bI Ha
OJBIIIIKY B IIOKOE, OTeKHU JINIA, BEK, CYX0U Kalllejib, CJ1ab0oCTh,
YTOMJISEMOCTD, CHUKEeHIEe allleTuTa, IOTANBOCTE. VI3 aHam-
Hes3a: B TeUeHUe IOCJeIHero roja y AeBOUKU MePUOJUUeCKr

OTMEUAaJINCh OJBIIIKA, I[MAHO3 HOCOTYOHOTO TPEYroJbHUKA.
B asrycre 2003 r. mociyie mepeHeCeHHON aHTUHBI COCTOSHIIE
MIEBOYKY YXYIIINJIOCH, IPOrPECCUPOBAIN ITPU3HAKY CepPIeU-
HO# HEeOCTATOYHOCTU, OTMEYAJICS ABYKPATHBIA IOIBEM TE€M-
nepatypsl Tesaa go 38,9°C.

ITpu nocTynnerny B cTraiioHap o0Illee COCTOSTHUE TAMKe-
goe. Ko:xHble HMOKPOBBHI 4uCThIe, Oiemuble. Habuiomaercs
OTEYHOCTH BEK, JINIla, ToJeHel. MBIIIIeYHbIN TOHYC CHUKEH.
Yacrora gpixanud 40 B MuH, IbIXaHUE KECTKOE, XPUIIOB HET.
BepxyiieuHblii TOJIUYOK CMEIEH BJIeBO, pasautoii. JleBas
TpaHuIla cepAlla PaclojioKeHa Mo MmepeaHel MOAMbIIIeYHOMR
auuanu. ToHBI cepAlla apUTMUYHBIE, HTPUIJIYIIEHbI, CAa0BIH
CHCTOJIMUECKUH IITyM HA BEPXYIIKEe UM BIOJb JIEBOT'O Kpas
rpyaunbl. ITyabc HA TyYeBBIX 11 OeIPEHHBIX aPTEPUAX OCIa0IeH.
A]Jl Ha seBoit pyke 140/100 MM pr.cT., HAa TIpPaBOil pyKe —
130/90 mMm pr.cT., Ha jgeBoii Hore — 150/105 MM pr.cT., Ha
npasoii Hore — 150/110 MM pr.cT. KuBoT MArKuUii, 6e360-
Jne3HeHHbIN. [leueHs BhICTyHAaeT U3-I0J Kpasd pedbepHoit qyru
Ha 7 cMm, OosiesHeHHas pu magbmanuu. Macca Tena 14 Kr,
poct 96 cm. Temmeparypa Teaa 36,7 C.

0611t anatus Kposu: ap. 3,6 + 1012/m, Hb 112r/71,71. 17,6 -
10 °/1, 5. 2% c. 58% , mumd. 32% , MoH. 8%, COD 5 Mm/u.

OO0muit anaaus Moumn: 0e3 MaTOJOTUH.

Buoxumuueckuit ananus kposu: ACT 0,66 mmoun/i;
AJIT 0,36 mmosb/n; Ounupyoun obmuit 10,6 MKMOJIB/JI;
MoueBuHA 16 MMOJIb/JI; KpeaTUHUH 75,4 MKMOJIb/J; HATPUHA
144 mmous/n; Kanuit 4,8 Mmmosb/i1; Kanbnuit 0,98 Mmmosb/i;
cepomykous 0,33 exn.; CPB oTpuiarenbHbI; TJIIOKO03a
4,2 mMosb/a; obiuii 6eok 86,5 T/71.

Koarymorpamma: MeXKAyHApoOAHOE HOPMAJN30BAaHHOE
cootHomenue 1,11 y.e., pubpunoren obuiuit 4,4 r/ia.

Koprtuson B chiBopoTKe KpoBu 993 HMOJB/JI.

CyTOouHBI aHAJIN3 MOUYU Ha KAaTeXOJaMUHbI: alpeHaInH
252,42 umoub/cyT (Hopma 22—-109 HMOJIB/CYT), HOpagpeHa-
aua 154,7 amonb/cyT (Hopma 136—620 HMOJB/CYT).

I9KT': purM CcuHYCOBBIi, ¢ yacToToit 125-136 B MuH,
CHUHYCOBAasA TAaXUKAPAUSA, BEPTUKAJIBHOE IT0JIOKEHIE dJIEKTPU -
YecKOM ocH cep/lia, TUIepTPous JIEeBOTo ey I0UuKa C CHC-
TOJINYECKOU IePerpy3Koi.

V3MU ceparia: BRIpaKeHHAs AUJIATAIINSA U YTOJIIEHIEe CTe-
HOK JIEBOT0 KeJIY0UKa, TUIATAI[AA JeBOTO IIPeCcepas, COKpa-
TUTeabHAA (QYHKIUSA JIEBOTO JKEJIyJ0UKa CHUKEHA, KJallaHbl
cepAria He U3MEHEHBI, JIeTOUHAs apTepus U aopTa B HOpMe.
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CrnupasbHasi KOMIIbIOTEPHAs TOMOrpadusa TPYILHOTO U
OPIOIITHOTO OT/EJIa a0PThI, TOYEYHBIX aPTEPUl ¢ BHYTPUBEH-
HBIM GOJIIOCHBIM KOHTPACTUPOBAHUEM: JUAMETD BOCXOAAIIEH
aopTHI Ha YPOBHE JIErOYHOro crBosia 1,77 cM, Ha ypoBHE
HucxozgsAmero orgeaa — 0,9 cM; B HHUCXOIAIEM OTHAese
TPYOHON AaopThI, OPIOIIHOM OT/EJ€ AOPThl HUKE YPOBHS
YPEBHOI'O CTBOJIA U BepXHeW OPBLIKEEUHOM apTepuu oTMeva-
erca ee 3HaUMTeJbHOe My(pTOOOpPA3HOE Cy)KeHuWe 3a Cuer
MATKOTKAHHOTO KOMIIOHEHTAa MBIIIIEYHOM IIJIOTHOCTH Ha IIPO-
TsSKeHun 3,5 ¢cM; MUHUMAJIBHBIN auameTp aopTbl 0,3 cm;
Oudypranusa aopTel 6e3 MaTOJOTUN; YPEBHBIN CTBOJ U BepX-
HAA U HUKHAA OpbIKeeuHas apTepuu cys:KeHbl Ha 50% Ha
nporsaxkenuu 0,5 cm; moueunsie aprepuun guamerpom 0,3 cm
XOPOIII0 KOHTPACTUPYIOTCSA B NUCTAJILHBIX OTHENaX, YCTbS
MOYeUHBIX apTepuii Ha mpoTsxennn 0,8 —1,0 cm He BU3yaan-
3UPYIOTCS; MMOYKYU XOPOIIIO KOHTPACTUPYIOTCS, COOTHOIIIEHUE
KOPTUKAJBHOTO U MO3IOBOTO CJIOS HE W3MEHEHO, BEeHbI 0e3
0CO0EHHOCTE; TaTOJOTUN CO CTOPOHBI KOPOHAPHBIX apTepPuil
He BBIABJIEHO.

Ab6pomuHanbHass aoprorpadus, CeJeKTUBHAS IIpaBas
moueuHas aprepuorpadusd (puc. 1): aopra KOHTpacTUpOBaHA
c yposua T ; maumnas c T, mTpocBeT aopTel cyskaercsd,
mocTuras Makcumyma (3 Mm) K L, YpeBHBIH CTBOJN ¥ yCThA
cysxeH 6osee ueM Ha 50% ; TeUeHOUHBIE BETBU 03 CTEHO3UPO-
BAHU; IpaBas MOYeyHas apTepus cysKeHa y yerbs g0 0,9 mm,
3aII0JITHeHE aHTErPaJHOe; YCThe JIeBOU IIOUEeUHOM apTepun He
BUSYAJIU3UPYETCS, 3aII0JHEHNE PETPOTIPaIHOe Yepes KoJLIaTe-
panu; 6udypKranusa aopTel 0e3 CTeHO3UPOBAHMU . BhIOIHEHA
QHTMOIJIACTUKA YCThS IPABOU ITOYEYHOU apTepuu KOPOHAap-
HBIM 0aJIJIOHOM JUAMETPOM 3 MM C PE3UYaTLHBIM CTEHO30M 45% .

3a BpeMs HaXOMKJEHWs B CTAlMOHADE Y MAIlMeHTKU He-
OTHOKPATHO OTMeuaanch noabemMbl All 1o 210/120 mwm pr. cT.,
COIIPOBOXKIABIIIMECS BBIPAKEHHON « MO3IOBO» CUMIITOMATH-
Koii (rosioBHBIE 60JIM, cOTOPo3HOe cocTossHue). All cTabunu-
3MPOBAJIOCH TPV BHYTPUBEHHOUW WHQY3UM HUTPOIPYCCUIA
HaATpUs. PasinuyHble BADUAHTHI TUIIOTEH3WUBHOM Tepanuu He
MIPUHOCUJIY OKU[aeMbIX Pe3yIbTaToB ([3-0J10KaTopbl, aHTATo-

Puc. 1. PesyaprarTsl abgoMHUHAJIBbHON aopTorpaduu 60Jb-
Hoi1 3 et ¢ HAA.
1 — aopTa; 2 — JseBad moYyeyHas aprepusi; 3 — Ipasas
IIouevYHasdA apTepusd.

HHUCTHI KaJIbIUA, 6JI0KaTOPHI O-,-afipeHOpenenTopos). Kpome
TUMOTEH3UBHBIX MIPEapaToB Tepamus BKJII0OUAIa METOTPEK-
car 6,25 mr 1 pas B HeJjeJI10, IPEIHUB0J0H D MTI' esKeJHEeBHO,
mpenapaThl Kauus, IuypeTuku. Ilocse BBITTOTHEHS NHBA3UB-
HBIX JUArHOCTUYECKUX IPOIEAYD IPOBOIUIN KYPCHI MyJIbC-
Tepanuy METUIIPEIOM.

HecmoTpsa Ha seueHume, cocTosgHMe 0OJTBHOI OCTaBaJIOCh
TAMKEJIbIM. ¥ UNTHIBas 3JI0KaUECTBEHHOE TeUeHIe apTepPuab-
HOM I'MIepTeH3un, OTCYTCTBUE 3(hdeKTa OT IPOBOAUMOIL KOH-
CepBaTUBHOM Tepamuu U ee 0ECIIePCIEeKTUBHOCTb, a TaKiKe
HEBO3MOXKHOCTDH B HACTOSAIIEE BPeMsA MIPOBENEHUSA IITYHTUDPY-
IOIllell omepalnuy Ha MMOUYEYHBIX apTepPUAX, OOJBHOUM OBLIO
PeIlleHO BBHIMOJHUTH OAJJIOHHYIO aHTHOILIACTUKY OPIOIIHO
a0pTHI U YCThsS IPABOM MOUYEYHON apTePUU C BO3MOKHBIM
CTEHTUPOBAHUEM.

17.11.03 mamueHTKe Oblja IIpoBemeHa aoprorpadusd,
aHTHUOIIJIACTUKA OPIOIITHOTO OTJAeja aopThl, CTEHTUPOBaHUE
mpaBoii moueuHoii aprepuu (puc. 2). B cpaBHeHNU ¢ IPeABIAY -
UM UCCJIeJOBAaHMEM KPOBOTOK II0 IPABOI TOYEUHOI apTepun
CHUBMUJICS U3-3a YMEHBIIIEHUA ee TPocBeTa. BrITToTHEHA [UjIa-
Tausa OPIOIITHOTO OTAeia aoPTHI 6asaoHOM 7 MM. B mpaByio
TIOYEYHYIO apTePUIo YCTaHOBJIEH cTeHT 3,5/17 MM («Sypher»,
Cordis, USA).

ITocsie mpoBeZIeHHOI TIPOIEAYPHI COCTOSTHIE OOJIBHOI CcTa-
OMINBMPOBAJIOCH: IEBOUKA aKTHUBHA, 'Kaj00 He NMpPeIbABIAET,
YMEHBIIMINCh, TPU3HAKU CEePAeYHOIl HemocTaTouHoCTH, AJl
crabuusupoBasoch B mpenenax 130/80 — 110/60 mm pr. cT.
ITpu BeIUCKEe IO HaHHBIM Y3V mouek B IIPaBOil ITOUEUHOI
apTepUu XOPOINO BU3YAJIU3UPOBAJICS MarUCTPAJBHBIN BbBI-
COKOCKOPOCTHO KPOBOTOK, YCThe IIPABOI IOUEUHOH apTepun
CY’KeHO OTHOCUTEJHHO HOPMEI HA 50—60% , B jeBoil mouey-
HOIT apTepuu KPOBOTOK KoJlIaTepatbHbIN. BosbHasA BeITIICA-
Ha U3 CTAllMOHapa B YAOBJETBOPUTEIbHOM COCTOSAHUU TIOJ
HabJI0eHNe Bpaua-KapJuoJjora.

ITanmenTKa O6bLIa TOBTOPHO OOCJiefoBaHa yepes 3 Mecs-
ma. 3a 9TOT MEePUo/ AeBOUKAa OJHOKPATHO IepeHecsia OCTPoe
pecnimpaTopHoe 3abosieBaHme. COCTOsSHME AEBOUYKU IIPHU OC-

Puc. 2. PesyabraTbl a0MOMUHAIBLHOM aoprorpaduu, IPaBOi
TIOYeuHOoli apTepuorpaduu Iocje JUIaTalluy OpIOIII-
HOTO OTZieJla aopThl OAJLIOHOM M YCTAHOBKU CTEHTA
B IIPaBYIO IIOUEUHYIO apTepuio y 0osbHOM 3 meT c HAA.

1 — aopra; 2 — CTeHT B IIPaBOY ITOUYEUHOU apTEPUU.
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HNEJUATPHA Ne 2, 2005 r.

Tabauua

JuaavMuka mokasarenein Y3U cepama y mamueHTEH ¢ HAA 1m0 m mociie BHITIOJTHEHU S
AHTMOILJIACTHKM OPIOIIHOTO OTIeJIa a0PThl M CTEHTHPOBAHHUA IMPABOHM IIOYEUYHON apTepuu

14-i1 nesp 2 MecsIa
ITokasarenn Io neuenus Hopwma
mocJjie JIeYeHusa ImocJjie JieYeHusa

HuameTp aopThl, MM 22 18 18 14,6—16,6
Pasmep mosiocTu JieBOTO IIpeAcepanusi, MM 23 24 26 15,2—21,2
KoHeunsIil fuacToinyecKuii pazmep 49 34 34 20 7359
JIEBOTO KeJYI0UKa, MM ’ ’
KoHeuHBIl cucTOMIMYECKUIT pasmMep 49 20 16 o
JIEBOTO KeJYI0UKa, MM
dpaxiusa BeIOPOCA JIEBOTO KeayI0uKa, % 33 73 86 65—175
TosIrHa MeXKIKeTyI0UKOBOM MeperoposKu, MM 9 11,4 9,9 4,1—5,7
ToumHa 3agHe CTEHKU JI€BOTO KeJTyI0UKa, MM 9 10,9 9,2 4,1—5,7
Pasmep 1moJiocTH IpaBoro JKeaygouKka, MM 14 13 11 10,0—15,2
KosnuecTBo KUAKOCTU B IepUKapae, MJ 30 — — —

MoTpe yxoBaeTBoputesnsHoe. Hamob mer. Al 105/80 mm pr. cT.
B rabauiie mpeacraBiienbl mokasatenu ¥ 3Y cepaiia B fuHAMU-
Ke HaOJIIoNeHNs.

Taxum 06pa3oM, CBOeBpeMeHHAA AUATHOCTUKA U JIEUEHIE
HAA ocraeTcs cepbesHOil KIMHNUECKOH mpobiemoii. Bosee
yeM y IOJIOBUHBI 00JBHBIX ¢ HAA HabiiogaeTcss CUHIPOM
3JIOKAUeCTBEHHOH Bas3opeHAJIbHOI rumeptensuu. Mopdoo-
TUYECKOI OCHOBOI CUHPOMA ABJISETCS CTEHOTUUECKOe ITopa-
JKeHUe OPIOIITHOTO CEeTMEHTA a0PTHI C BOBJIEUEHUEM B IIPOIIECC
moueyHBIX aprepuii. CTEHO3 MOUYEYHOI apTepUu IPUBOJUT
K YMEHBIIIEHNIO 00'beMHOT0 KPOBOTOKA B IMIOUKEe U M3BpAaIIlfe-
HUIO XapaKTepa IyJIbCOBOTO JAaBJEHUs, UTO BKJIOUAET MeXa-
HU3MBl PEHUH-aHTMOTEH3WHHOMN CHUCTEMBI U O0YCJIOBJIMBAET
MaHU(GECTUPYIONIYI0O CUCTEMHYIO TUIIEPTEH3UI0 HE3aBUCUMO
OT BO3pacTa MaIUeHTOB.

CienyeTr yYUTHIBATh, YTO IPU KOHCEPBATUBHOM JI€UeHUH
HEBO3MOKHO BOCCTAHOBUTH HOPMAJBHYIO IPOXOJUMOCTE CO-
CYIIOB U, CJIEOBATEIbHO, HEJB3s TOJTHOCTHIO HOPMAIN30BATh
reMoguHAMUKY. MeqnKaMeHTO3HAaA TePAINSA IT0O3BOJISIET YIyU-
AT 00IIee COCTOAHME GOJBHOTO U CHATH BOCHAJIUTEIbHBIE
saBaeHus. CToiiKoe ycTpaHeHNe UIIEMUN OpraHa UJIu TUIep-

TeH3UM C BOCCTAHOBJIEHMEM MaruCTPaJbHOI'O KPOBOTOKA 0e3
PEKOHCTPYKTUBHOM COCYAVCTOH oIepaIuy HeBo3MoXkHO. Ox-
HaKO JIETAJIbHOCTh IPU XUPYPTUUECKOM JIEUEHUH JOCTATOUHO
BBICOKA U cocTaBisgeT 13,8—36% [5]. OcobeHHO BHICOK PUCK
XUPYPruuecKOoTo JeUeHU y AeTel MIaAIIero Bo3pacra, KoTo-
PBIM IO IIEJIOMY DALY TEXHUUYECKUX, TeMOJUHAMUUYECKUX,
TeMOCTa3UOJIOTUUECKUX U APYTUX MPUUNH BHITIOJTHATD PEKOH-
CTPYKTHUBHYIO OIlepaIlNIo HeIleIecoo0pasHo 13-3a MaJoro H-
aMeTpa aopThHI U MOYEUHBIX apTepuil.

C pa3BuUTHEM HHOBACKYJIAPHBIX TEXHOJIOTUH, B ciIydae
TmopaskeHus MOUeUHBIX apTepuii mpu HAA, anbTepHATUBOI
XUPYPruuecKoil KOPPEKIIUY CTAHOBUTCA OAJJIOHHAA aHTHUO-
TIJIaCTUKA U CTeHTUpoBaHue [6], Tak Kak B IOUEUHOH apTepun
3JIaCTUYECKYE BOJIOKHA NMEIOTCA Ha KOPOTKOM IIPOTSKEHUN
NIIPOKCUMAJILHOTO OTZiejia M CTeHO3 PasBUBAETCA HCKJIIOUU-
TeJILHO B €€ YCThe UJIN B IIepBOM cerMeHTe. JlaHHasA mporexypa
ABJIIETCA OTHOCUTEJIbHO 6e30IacHO U MeHee MHBA3WBHOM,
yeM IPOTEe3NPOBAHIE a0PTHI U TOYEUHBIX apTePUil UK IITyH-
TUPYIOIIIe OTlepaIuy U Mo3B0oJIsaeT 9 (HEeKTUBHO KYIINPOBATh
OCHOBHBIE KJIMHHUYECKUE IIPOABIEHUA U oclokHeHusa HAA,
CBSIBaHHBIE C aPTEPUAIBLHON T'UIIePTEeH3UEH.
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