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HedexTtol MexxnpeacepaHoit meperoponku (JIMITIT)
coctapisiioT 30% Bcex CllyyaeB BPOXKIEHHBIX ITOPOKOB
cepmua (BIIC) y B3pocaweix. Knuanyeckas KapTuHa
ITOpPOKa 3aBUCUT OT BEJIMYMHBI M HaIIpaBJIeHUs cOpoca,
YTO OTIPEALIISICTCS pa3MepoM Ie(eKTa 1 OTHOCUTEIHHOMN
IMOAATIMBOCTBIO KEIYIOYKOB. BBIICISIOT ciemyromnne
tunbl AMIIIT: ostium secundum, ostium primum, sinus
venosus. Turr ostium secundum Bcrpeuaercst B 70% Bcex
JAMIIII, y >xeHH — B 2—3 pa3a yaile, YeM y MY>KUMH,
JIOKQJIN3YeTCs B 00JIACTU OBAJIBHOM SIMKU M OTHOCHUTCS K
HEOCJI0XXEHHBIM MOPOKaM, TeUYCHHUE KOTOPBIX 9acTO Oec-
cumnToMHoe. B GonbiHCTBe ciaydaes K 30 romam oo1iee
COCTOSTHME TaKHUX OOJIBHBIX OCTAETCsI BIIOJIHE YIOBICTBO-
PUTEIIBHBIM, XOTS Y HUX HEPEIKO BOSHMUKACT MepIIaTe/Ib-
Hast aputmMus (MA). BompHBIE MoOJOmOro BO3pacTa
¢ uzonupoBaHHbIMU nedekTamu JIMIIIT o6b19HO XOpo-
110 TIEPEHOCAT Jaxke OOJbII0i cOpoc; (PYHKIIMS ITIPaBOTro
xkenmynouka (IT2K) 1 merounoe cocyamcToe CoOmpoTUBIe-
HHE HOpMAJIbHEIC, JaBJIeHUE B JeTOuHOM aprepun (JIA)
HOpMaJIbHOE WJIM HE3HAYUTENIBHO IOBBIIICHHOEe. [Ipn
JIMIIII cpenHux pa3aMepoB B OTCYTCTBUE XUPYPIUUECKO-
ro JieuyeHus OOJIbHbIE OOBIYHO JOXMBAIOT JIUIIb
1o 30—50 net, XOTSI HEpeAKO — M A0 MOKUIIOTO BO3pacTa,
0COOEHHO €C/IM HEeT BbIPAXKEHHOMU JIETOYHOM TMITIepTeH-
3un. B 3penom Bospacte npu JAMIIII, ocinoxHeHHBIX
MA u HenoctarouHocThlo 12K, 1moBbIlIeH pUCK 3M00-
it JIA u aprepuii GOIBIIOro Kpyra.

B sT0ii CcBSI3M MpencTaBiasIeTCs MHTEPECHBIM K-
HUYECKM ciaydail Hepacro3HaHHoro paHee BIIC —
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JMIIIT y B3pocioil KEHIIMHBI, OCJIOXHUBILIUACS
TPOMOO30M.

TMamuenTka B., 56 yet, moctynuia B 6JJ0OK UHTEHCUBHOM
Tepanuu OTAEJIeHUsI HeOoTIoXHOW kapauosnorun ['Y HUN
kapauojorun THIL CO PAMH (r. ToMcK) B TSZKEJIOM COCTO-
STHUU.

M3 anamHe3a cTtano u3BeCTHO, UTO B TeUEHUE MOCTE-
HUX YeTBhIpeX MecCsleB OO0 TOCHUTANIN3AIUUN TOSIBUIUCH
OTEeKU roJieHell K KOHIly pabovero qHs, BHE3amHbIe IPUCTY-
Tl OJIBIIIKY B TTOKOE; 32 BpaueOHO MOMOIIIbIO He oOpalia-
Jach. 3a Be HeAeNU Tepel HACTOSIIel rocnuraiu3anueit
MPUCTYIBI OABIIIKYA YyYACTUINUCh, CTATU OECTIOKOUTH daBsi-
e 601u B IPaBOii MOJIOBUHE TPYIHON KJIETKU C UpPaay-
anueir B o0e jonaTku. B meHb rocnuranusannu pa3BUIICS
MPUCTYI WHTEHCUBHON OABIIIKU B MTOKOE, COMPOBOXKIATICS
npody3HbIM TTOTOM, pe3koil cinadbocTbio. Bo BpeMs TpaHc-
MOPTUPOBKU OpUTanOii CKOPOU MEAMUIMHCKON MOMOIIU
B CTAllMOHAP y MALMEHTKU Pa3BUJICS KOJUIATIC.

Hecxkonbko et Hazax 6e3 mpealecTBYOIIero aHaMHe3a
apTepuaibHON TUTIEPTOHUY TAIIMEeHTKA MepeHecsia MPexXosi-
1ee HapylleHue Mo3roBoro kposoooOpameHus (ITHMK).
[pyroii COMyTCTBYIOIIEW TMAaTOJOTMM HE BBISIBICHO.
AKyIIepCKUii, TUHEKOJOTUYECKUId, CEeMEilHBbIiI aHaMHE3
HE OTSTOILIEHBI.

Ilpu ocMoTpe cocTosiHME CpelHeil CTeleHM TIXKECTH,
KoXa OyienHasi, BIaXKHasi, IIMaHO3 HOCOTYOHOTO TPEyroabHU-
Ka, OTEKOB HeT. B slerkux — Be3uKysnsipHOE NbIXaHUE, XPUTIOB
HeT, yactoTa nbixanust 29 B 1 mud. [Ipu ayckyabraiiuy TOHBI
cepaua sicHble, | TOH Ha BepXyIlIKe OciadiieH, TOTOTHUTEIb-
HBIX ITYMOB HET. ApTepuaibHoe napinenue 108/74 MM pr.cT.,
yacToTa cepaevyHbix cokpamieHuit 100 yn/muH. [lo ocranb-
HBIM OpraHaM U cucTeMaM 0e3 U3MEHEHMUIA.

ITpu ma6oparopHom obcnenmoanuu: Hb — 123 r/x, neii-

[BenokonbiToBa H.B. (*KOHTAKTHOE JINLIO) — M.H.C. OTJeJIEHUsI HEOTIOXHON Kapanojsoruu, Mapkos B.A. — pyKoBoOaUTEb OT/IEJIEHUSI HEOTIOXHOI Kap-
nuosiorun, CoipkuHa A.I. — M.H.C. OTJIeJIeHUsI HEOTJI0KHOIi Kapaunosornu, Banzos B.X. — Bpauy pyHKIMOHAIBHON IMAarHOCTUKHM OTAeIeHUSI DYHKIIMOHATb-
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Puc. 1 DOKI naumentku B.

kouutel — 10,1+ 10°/mm?, spurpouutsr — 4,21+ 10°/mm’,
TpoMGoLUTEl — 274+ 10°/mm?®, COD — 47 mm/uac; Koary-
Jjorpamma:; obmuii ¢pubpuHoreH — 5,08 1/1, pacTBOpUMBIE
bubprHMOHOMepHBIE KOMIUTeKCH  — 14 Mr%. [lpu nabopa-
TOPHOM O0CJIEAOBAaHUM M3MEHEHUS B OMOXUMUYECKOM aHa-
JIN3€ KPOBU OTCYTCTBOBAJIU, YPOBHU KpeaTUH(HOCHOKUTHAZBI
(K®K) u ee nzopepmenta MB-KDK B nHAMUKe He TIOBBI-
LIATTUCh.

ITpu peHTreHOIOrMYeCKOM HUCCIeI0BaHUU — TUCKOBU/I -
HBIIf aTesiekTa3 B 0a3ajbHbBIX OTIENaX JEBOTO JIETKOT0, CEp/lie
pacIpeHo B TIOTIepeYHUKE, MPU3HAKK TIeperpy3Ku TPaBbIX
OTIEJIOB CepLa.

Ha OKI' — cunycoBast Taxukapaus, aTpuOBEHTPUKYJISIP-
Hast (AB) Onokana I cremenu, nmpuszHak McGinn—White
(S1Q3T3) (pucyHok 1).

ITo nmanHbIM 3xokapauorpadpuu (DxoKI') dubposzHoe
KOJIBLIO a0OpTAJIbHOTO KjamaHa — 17 MM, JieBoe mpeacepaue
(JIIT) — 17 mm, TTK — 37 MM, MeXKeTyT0uYKOBas eperopoi-
ka (M2XKIT) — 9 MM, 3agHss crenka JIZK — 10 MM, KOHEUHO-
NUACTOIMYECKUI pa3Mep — 35 MM, KOHEYHO-IHUACTOINYEC-
KU 00beM — 66 MM, KOHEYHO-CHCTOJMUYCCKUN OObeM —
29 MM, (dpakuus BeiOpoca — 56%, macca muokapna JIK —
96 1, cucronmmueckoe aasienue B ITK (CATTXK) — 69 mm pr.cT.,
MUTpaJIbHAS PETyPTUTALINS — 2 CTETICHU (CT.), TPUKYCTTUIATb-
Hag peryprutauusg — 1 cr., M2KII B nuacrosny nporudaercs
B cropony JI2K. Busyanusupyetcsi MaccuBHoOe (iioTupyloliiee
o0beMHOEe oOpa3oBaHue (MuKcoma?), Oepyllee Hayalo
u3 HuxHero otaena MIIIT npaBoro mnpencepaus (ITIT),
nocturamllee B auactoiy cepenudubl I12K, m M3 HukHero
otnena MIIIT JITI, pocturaroiiee B OUACTONY BEPXYLIKH
JIK (pucyHok 2).

Ilo naHHBIM TIepdy3MOHHON CUMHTUTpaAdUU JETKUX
¢ " Tc-MAKPOTEXOM rpaHuLibl 0601X JErKUX Ae(hOpMU-
pOBaHBI 3a cUeT rumno-amnepdy3un 4, 5,6 CErMeHTOB TIPABOTO
Jierkoro, 6 u 8 cybcermMeHTapHbie Ae(DEKTH HAKOILICHUS
B npoekuuu 9 u 10 OpOHXO0JIETOUHBIX CETMEHTOB.

ITpu cniupaneHoii KoMMbloTepHOIl ToMorpaduu (CKT)
AHTHOITYJIbMOHOTpaUy BBISIBJIeHA MATKOTKAaHasl, yMEPeHHO
KpoBocHabxaemasi omyxosb MIIII, npoBucaltomass Kak
B mosiocth I12K, Tak u B monocte JI2K, noxonsias mo Kiara-
HOB. TpoM003M00JIMs KPYITHBIX U cpenHuX BeTBeit JIA ¢ obenx
CTOPOH (pUCyHKHU 3,4).

IIpu m1aHOBOIl KOPOHAPOBEHTPUKYJIOTpauu reMoau-
HAMUYECKM 3HAYMMBIX CTEHO30B KOPOHApHBIX apTepuit
He BBISIBJICHO.
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[NarmenTKa ObUTA HaTIpaBlieHa Ha KOHCYJIBTAIIMIO K KapIu-
OXMPYPTY, BBICKa3aHO TIPENIOJIOKEHNE 3a 3JI0KaYeCTBEHHBIIN
xapakTep HoBooOpa3zoBaHust (Sarcoma? Carcinoma?).
BrITioTHEHO orepaTuBHOE BMEIIATETCTBO, BO BPEMsI KOTOPOTO
WHOPOIHBIX 00pa30BaHUil B TIPABBIX U JIEBBIX OTIENaX Cepia
obHapyxeHo He 6bu10. OHaKo 06HapyxeH JIMIIIT ~ 1 cm B nna-
MeTpe (OTKPBITOe OBaJIbHOE OKHO). BhimomHeHo ymmBaHue
nedexra MIIIT gBoliHbIM OOBUBHBIM 1IBOM. [Ipu masblLieBoit
PEeBU3MM HWDKHEH TTOJION BEHbI, MTHOPOIHBIX 00pa30BaHUIl HET.
[MocneonepaliioOHHBII TTEPUOT TPOTEKAT 6€3 OCTOKHEHUIA.

YuuteiBasi Hamuuue TpombGosMbomuu JIA (TOJIA),
B TIOCTOTIEPAlIMOHHBIN Mepro]] TallMeHTKe ObUIa MpoBeaeHa
YIBTPa3ByKoBasi AOMIUIeporpadrss BeH HUXKHUX KOHEYHOC-
Tell, BBISIBJIEH TPOMOO3 TIOBEPXHOCTHOM BeHBI Oenpa 1 TIy0o-
KX BeH TOJIEHell ¢ 00erX CTOPOH B Pa3IMUHBIX CTaIMSIX
peKaHanu3anuu. B TIaHOBOM TOpsiKe B HIDKHIOIO TIOJYIO
BeHy ycTaHoBJeH KaBa-buinstp “TRAPEASE”.

Nmeromuii Mmecto TpoMOO3 IIyOOKUX BEH HUXHUX
KOHEUYHOCTe!l M yKazaHWe B aHaMHe3e Ha IMepeHeceHHOoe
[THMK 3actaBuiu 3anono3puth Haauuue aHtTudocdonm-
mugaoro cuHapoma (ADPC). [Mpm UMMYHOTOTUYECKOM

[Mpumeuanue: ctpenkamu otmeueHsl: 1 — MIIII B MecTe Havana oobeM-
HOro 00pa3zoBaHus; 2,3 — (poTupyLIMe YacTh 00pa3o-
BaHMs1, IPOHMKalole yepe3 AB oTBepcTus B mojaoct
TTK u JIK.
Puc. 2. DxoKTI maumeHTku B., anvikaabHas yeTbipexkaMepHast Mo3u-
uusl.
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Puc. 3 CKT anruonyabmoHorpadus (TpoMObl B 00eunx JIA).

ucciaenoBanun LE-kiIeTKu u aHTUTENda K NE€30KCHPUOO-
HYKJIEMHOBOM KMCJIOTe He OOHapyXeHbI, TeCT Ha BOJIYa-
HOUYHBINA aHTUKoaryasHT (BA) TakxXe oTpuLlaTeNbHbIN.
B TO Xe Bpems, oKazajcs IOBBIIIEH THUTP AHTUTET K
B,-rmukonporenHam kiacca IgM — 24 En/ma (Hopma
<10 Ea/mn). [ToBTOpHBIE McCaeA0BaHUS ObLIM MPOBEAEHBI
¢ uHTepBajaMu 3 u 6 Hemenb, pe3yiabrathl 3,4 En/ma
u 2,0 En/mi, cooTBeTCTBEHHO, TecT Ha BA Takxe oTpuua-
TeabHbI. TakuM 00pa3oM, MaHHBIX 32 HaJUYMe MePBUY-
Horo A®C He MMoJIy4eHO.

B HacTost1IIee BpeMsi COCTOsIHYE TTallMeHTKU YIOBJIETBO-
pUTENIbHOE, OHA MPOIOJIKaeT HabIIoIaThCsl Ha ypOBHE aMOy-
JIATOPHO-ITOJIMKJIMHYECKOTO 3BeHa.

OTcyTCTBUME O0BEMHOTO OOpa30BaHUSI MPU PEBUUU
cep/ilia BO BpeMsl OlepaTUBHOIO BMEIIATEbCTBA MTO3BOJISIET
MPEeAIOoNOXUTh, YTO 3TO ObLI TpoMO B obGaactu JAMIIII,

Puc. 4 CKT anruonynbmoHorpadus (omyxonb MITIT).

yacTtu Kotoporo gocturanu nosoctu 2K u JIK, nuszupo-
BaBIIUICS B pe3ybraTe MPOBOAMMOI IMPOTUBOTPOMOOTH -
yeckoit (HPT, acnmupuH) 1 aHTUKOATYJISIHTHOM (BapdapuH)
tepanuu. [lepeHecennoe [THMK B aHamHe3e, Kak U pa3-
BuBLiasicss TOJIA, BeposiTHee Bcero, ObIM TpPOMOOIMOOJIU -
YecKOro reHe3a, MCTOYHUKOM CTald COCYIbl HUKHUX
KOHEYHOCTEM.

Takum obGpasom, ocobeHHocTu TeueHus BIIC
Y B3POCJIbIX MOT'YT COCTOSTh B TOM, YTO IIPY HAJTUYUU
MAaTOJIOrMY B CUCTEME TeMOCTa3a, UMEETCS MOBBILIECH-
HbIIl pUCK 00pa3oBaHUs TPOMOOB B 00jacTu AedekTa.
B aToM ciydyae ocHOBHOe 3a00jieBaHUE MOXKET MaHU-
¢ecTupoBaTh TOJBKO B CBS3U C PA3BUBLIMMMUCS OCIOXK-
HeHusiMU. Beay1iiyto pojib BCKPUHUHTOBOM BbISIBICHUU
JIaHHOI maTonoruu urpaet DxoKI.

TMoctynuna 17/09—2008
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