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AHEBPU3MA AOPTbI Y NALULUEHTA
CCMHOPOMOM MAP®AHA

Cunnpom Mapdana — HacJeICTBEHHOE CHCTeMHOe 3a0ojeBaHHE CO-
CIAVHUTEIBHOM TKAHU C KJIACCUYECKOM TPUAJONH OCHOBHBIX IOPAKEHUM
OIOPHO-ABUIaTEJILHOTO alIapara, CEpACYHO-COCYAUCTON CUCTEMBI M TJIa3.
Cunznpom Mapdana BcTpedaeTcs KaK y My>KUHH TaK U Y >KSHIIMH, IPU 3TOM
HET HUKAKUX STHUYECKUX WM reorpadMuecKux 0CoOEHHOCTEN NaHHOTO 3a-
OoneBanust. CormacHO OIGHKaM ydeHbIX oauH 4esoBek u3 30005000 ye-
noBek OoneeT cuHApoMoM Mapdana. Uepe3 ayToCOMHO-JOMHHAHTHBIN Xa-
pakTep 3a0oyeBaHUs KOKIBIA M3 POOUTENICH MOXKET mepeaarb NedeKTHbIE
reHbl pebeHKy ¢ BepoaTHOCThI0 50%. BombIIMHCTBO Ifonmeit ¢ CHHAPOMOM
MapdaHa UMEIOT KOro-TO B CeMbe, KTO yKe TIOpakeH 3TUM 3a00JIeBaHHEM,
a 15-30% Bcex cimyyaeB CBsI3aHBl C HOBBIMH T'€HETHMYECKUMM MyTallus-
MU, KOTOpbIE BO3HHKAIOT y omHoro pebenka Ha 20000 HOBOPOXKACHHBIX.
J17151 60NTBHBIX TUITMYHBI BHICOKUH POCT, apaxHOAAKTHIIHSL, TUIIEPIOBH)KHOCTD
cycTtaBoB. YacTo HaOMIOAAIOTCA CTPYKTYPHBIE JEe(EKThl CKEJeTa: CKOJIHMO3,
ko3, nedopmalius IepeIHero OTaAea IPYIHON KISTKH (BOPOHKOOOpa3Has
WM KWJIEBUAHAS ), JONMXoUedans, y3Koe JIHI0, BEICOKOE TOTHYEeCKoe He0o,
TUIOCKOCTOIIHE, apaXHOAAKTHIIMS, CaHIAJIEBUIHAS 1LIEJb. XapaKTEepHbI H3Me-
HEHUS OpraHa 3peHusl: BEIBUX U TOJBBIBUX XPYCTalNKa, chepodakus, rayKo-
Ma, KaTapakTa, OTCIIONKa CEeTYaTKH, METAIOKOpHEa, MUOTIHS, TOITyObIe CKIIEPHI.
MoryT oTMe4aThCsl TPBIKHU, MBIIIIEYHAsI THITOTOHHS, HePponTo3. Co CTOPOHBI
CEepACYHO-COCYANCTON CHUCTeMbI Hanbomee yacTo nmpu cuHapome Mapdana
BCTPEYAIOTCsI MATOJIOTHS a0PThl M KIamaHHOTO ammapara. llatomorus aop-
THI IpH cuHApoMe Mapdana Bcrpedaercs ot 65 % mo 100%. [1, 2, 5, 6, 9].
Yarme pacmmpsieTcst y9acTOK CHHyca BaibcanbBhl W/WIH BOCXOSIICH 9acTH
aoptslI (63,6 %). Kak npaBuiio, 3Ha4unTENbHOE pacIIupEeHUe a0pThl HACTYyTIa-
et nocne 13 neT u3HU. YBelInueHHe TuaMeTpa KOpHS aopThl MPOUCXOIUT
OOBIYHO PABHOMEPHO M CUMMETPUYHO M Oojiee BBIPAKEHO Y MAaJbiMKOB.
W3onupoBaHHas AuiaTanysl KOPHA aOpThl IPOTEKAaeT OECCUMIITOMHO, HHO-
IJIa MOTYT OTMEYaThCsl OOJTU 3a TPYIMHOMN NPH PU3NIECKOI Harpy3Ke — aop-
TaJTUH, BOZHUKAIOIIKE OT MepepacTshKeHus aopTaibHo cTenku [1, 3, 8, 11].
JocToBepHasi qUarHOCTUKA JWJIATAllMd KOPHS aOpPThl BO3MOXKHA IPH MPO-
BEJICHUH dXOKapauorpaduu. PeHTreHonornueckoe uccienoBaHiue Majio UH-
(opmaTrBHO U3-3a NeOopMaLH TPYAHOM KIIETKH, YTO MPUBOIUT K M3MEHE-
HUIO TIO3UIIMU A0PTHl U TEHH CEp/lla OTHOCUTEIBHO TTO3BOHOYHOTO CTOJI0A,
NpUYEM JaKe 3HAYUTENIbHAs AWaTaus nporekaer oeccumnromMuo. Hapsimy
C aHeBpH3MOH cuHyca BanbcanbBbl M BOCXOAALIEH 4acTH aopThl HpH 0o-
ne3nn Mapdana MoryT HaOmogaTbCs aHEBPU3MBI TyTH, HUCXOAIIEH yacTi
aOPThI U OPIOIIHOTO OTAENa aopTh [4, 9, 10, 13]. PaccmoeHne cTeHKH a0pThI
MOXET 3aKaHYMBATHCA OCTPHIM PAa3phIBOM WM XPOHUYECKHM PACCIOCHUEM
¢ (hopMHpOBaHHEM aHEBPHU3MATUYECKOIO «MEIIKa» OTPOMHBIX pa3MepoB.
IIpu aneBpr3ME BOCXOIAIIECH a0PThI U3-32 KOMIIPECCHH BEPXHEH MO0 BEHBI
MOTYT OTMEYaThCs TOJOBHBIE O0MH, oTedHocTh Juna. [Ipu aneBpusme myru
a0PThI MOTYT HAOJFOIATHCS OOJIM 3a TPYIUHON U B MEXKJIONIATOYHOM 00JIacTH,
OCHIUIOCTB TON0Ca, 00yCIOBICHHAs CAaBlIeHHEM BO3BPATHOIO HEpBa, ped-
JICKTOPHBIN Kaiienb, aucdarusd. IIlpu TopakoaOIOMHHAIBHBIX aHEBPU3MAX
Ha INepBBIM IUIaH BBICTYNAIOT CUMIITOMBI ITOPa’KEHUs] BUCLIEPAJIbHBIX apTe-
puii OprotHOW aopThl. BosbHBIE OTMEUarOT 00NN B )KUBOTE, SITUTACTPAITBLHOM
00J1acTH, IyBCTBO TXKECTH, YCHUIICHHON MyIbCAIIMU B KUBOTE. OCIOKHEHHS
AHEBPU3M C HX Pa3pbIBOM B COCETHHE OPTaHbl BOZHUKAIOT OCTPO, IPUBOIAT
K IIOKY U CEPACYHO-COCYUCTOMY KOJIIarcy. bypHo pa3BuBaeTcst CUMITOMA-
THKAa BHYTPEHHETO KPOBOTEUEHHS B COOTBETCTBYIOIINE OPraHbl (JErO4HOE
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KpPOBOTEUEHHE, B TUIEBPAIBHYIO MOJIIOCTh, MIEPUKAP/I, 3a-
OprommHHOE TIpOoCcTpaHcTBO). [lopakeHue aopThl mpH
cuHzipoMe MapdaHa onpenenseT MporHo3 U TSHKECTh 3a-
OoneBaHus y OCHOBHOM yacTu OoybHBIX. Cpenu B3poc-
JIBIX MAIMEHTOB MIPOTHO3 YIS YKU3HU SBJIETCS HeOIaro-
MIPUSATHBIM, JICTAIGHBIA MCXOJ HACTYIAET Y TOJIOBHHBI
OoNBHBIX cuHApOMOM MapdaHa cpenu JHIl My>KCKOTO
mojia 10 40-1eTHero BO3pacra, a CPeau >KEHCKOTO —
Jo natuaecsatuietrero [1, 3, 8, 12]. OxHako BO3MOXKEH
PaHHUH CMEpPTENILHBIA KCXOJ W3-3a TaK HAa3bIBAEMOTO
«MOITHUEHOCHOTO» TEepPUHATAIEHOTO CHHApoMma Map-
(haHa, TIPUBOJIAIIETO K JIETaJbHOMY WCXOIY B paHHEM
nercTBe. Kputndeckue mepuoabl, B KOTOPBIE CYIIECTBY-
€T BBICOKHI PUCK pa3phiBa aHEBPU3MEI, COOTBETCTBYIOT
15-18 rogam u, 40—45 rogam >xu3Hu. AopTaibHasi HElO-
CTaTOYHOCTh CBs3aHA C aHHYJIO-aOPTAILHOW dKTa3uen
U MHKCOMATO3HOW TpaHCchopMarmed KiarmaHa. JJeK-
Tpokapmuorpadusi He MHGOPMATHBHA B JUArHOCTHKE
AQHEBPU3M a0PTHL. PEHTI€HONIOTHYECKU TTPU aHEBPU3MAaX
BOCXOJISIIEH aOpPThl OTMEUAETCA PACIIMPEHUE TEHU CO-
CYIUCTOTO TIyYKa BIPABO U BHIOYXaHWE MPABOM CTEHKH
BOCXOZsIIEH aopThl. IIpn aHeBpU3Max qyru aOpThl TCHb
paciIupeHHO a0pTHI pacHoiaraeTcs o CpeaHei TNHNY,
BECh COCYJUCTBIN My4OK PE3KO paciiupeH. AHEBPU3MBI
HUCXOJISIIIETO OTAeNa aOpPTHI BHIOYXalOT B JIEBOE JIETOU-
Hoe mroJie. C TIOMOIIBIO AXOKapIuorpaduu onpenessroT
HAJIMYHME PACCIIOCHHS, pa3Mep U MPOTSHKEHHOCTh aHEeB-
pu3Maruueckoro yuactka. [Ipu HeoOxoquMocTu B qua-
THOCTUKE aHEBPHU3M aOPThl UCHONb3YIOTCS UpE3MHILe-
BOMHAs 3XOKapauorpadusi, CeNeKTHBHAsS aHTHOTpadws,
KOMITBIOTEpHAs ToMorpadusi CPEeAOCTeHUS W SACPHO-
MarHUTHBIA pe3oHaHC. CBETOBAs U AJIEKTPOHHAS MUKPO-
CKOTIUSI TIOPaKEHHOW CTEHKW aopThl BBIABISET (ppar-
MEHTAIUIO U JIe30PTaHM3AIUI0 AIMACTHYECKUX BOJIOKOH,
M3MEHEeHUsI MEIWH, MPOSBISIONINECS BBIPAKCHHOW Jie-
CTPYKIMEH, MEAMOHEKPO30M ¢ 00pa3oBaHMEM KHCTO3-
HBIX IOJIOCTEMN 3aIllOJIHEHHBIX MYKOUIHONW METOXPOMHOM
cyOcraHImel, pparMeHTanyen 1 qe3opraHusanyei da-
CTHYECKUX BOJIOKOH. [loMHMO aHeBpWU3MBI aOpThI IpH
cuHIpoMe Mapdana 4acTo BCTpedaeTcst MaToIoTHs KJla-
TIAHHOTO armnapara cepaua. Hampumep, cymiecTByer Tec-
Hasl CBSI3b MEXKY pa3MepoM KOPHS aOPTHI U BETHYUHOU
aopranbHO# peryprutanmu. [Ipu quamerpe KopHS aop-
TBI Oonee 4 cM peryprutaius MHHAMAaIbHA, TPH JHa-
MeTpe Ooiee S cM oTMedaeTcs perypruramnus 1-2-it cre-
neHu y 81 % OONbHBIX, a IPU TUaMeTpe PaBHOM U Ooliee
6 CM MMEET MEeCTO perypruranusi Oonee 2-i CTENCHH
y BCeX ManueHToB. YacToTa BCTPEUaeMOCTH TpoJarica
MUTPAJIBHOTO KJIalaHa Mpu cuHApoMe Mapdana Bapbu-
pyet ot 61,0 no 100,0%. AycKyabTaTHBHO MOTYT BBI-
CJIyIIUBAThCSl H30JUPOBAHHBIE CPETHECHCTONNYECKHE
HIETYKH, COYETAHUE IIEIYKOB C IMO3IHUM CHUCTOIMYE-
CKUM IIYMOM, TOJIOCHCTONWYECKHid IryM. OCHOBHBIMH
OCIIOKHEHHUSIMH TIPOJIarica MHUTPAJIBHOTO KIIalaHa IpH

cuHapoMe MapdaHa SBISIOTCS MUTpaJibHAs PErypru-
Tanus, WHOEKIUOHHBINA SHIOKAPIUT, TPOMOOIMOOIHS
C MHKCOMAaTO3HO M3MEHEHHBIX CTBOPOK KiamaHa. Xpo-
HUYECKas MUTpaJbHasg peryprutragus oOyCIOBICHA
3HAYUTENBHBIM PaCUIMPEHUEM JIEBOTO aTPHOBEHTPHUKY-
JSIPHOTO (PUOPO3HOTO KOJIBLA U HEHOJIHBIM CMbIKAHUEM
ctBOpok. OcTpas MUTpalibHas peTypruTanys BOSHUKAET
BCJICACTBUEC OTpPBIBA CYXOKHJIBHBIX HUTEH OT CTBOpPKH
(«floppy mitral valve»). O6e popMbl MUTpaIEHOM HENO-
CTaTOYHOCTH (XpOHHYECKAs U OCTpPas) MPUBOJIT K JIEBO-
KEITyAOUKOBOH TUCQYHKLUH, IPEICEPIHBIM apUTMHUSIM,
3aCTOMHON cepaeyHod HemocTaTodHOoCTH. OcobeHHO
TSDKEJIO MUTpaJIbHAsL PErypruTanys MIPOTEKaeT y AeTei
panHero Bospacta. Ilpm maTtomMopgonornueckoM uc-
CJICIOBAaHUM MUTPAJBHBIN KJlallaH UMEET YIJIMHEHHBIE
CYXOKIJIBHBIE XOPbl, CKIIOHHBIE K pa3pbiBaM. CTBOPKU
KJIalaHa yBEJIWYEHBbl, UMEIOT YTOJNIICHHbIE Kpas, (u-
Opo3HOE MUTPATIBHOE KOJBLO PacIIUpeHo. MHUKcoMaTos-
Hast TpaHcopManus HabIooaeTcs Kak B CTBOPKAX, TaK
U XOpJaiabHOM armnapare. [lonoOHble, HO MeHee TsDKelble
W3MEHEHUSI MOTYT OBITh OOHApy>KeHBI B 3-CTBOPYATOM
kianane. Ha OKI' y 6onbHBIX cHApOMOM Mapdana va-
CTO ONpENeSIOTCs AuiaTanusl U TUnepTpodus J1eBoro
JKEITyouKa, pa3IMyHble apuTMHH, HAPYILLIEHUs TpoLiecca
penongapuzaiuy, pexe cuaapom WPW, BHyTprkeyou-
KOBBbIE U aTPUOBEHTPUKYJISIpHBIE Ookaasl. HapymeHus
npolecca pernospu3anyy CBsI3aHbl C CUMIIaTOaJpeHa-
JIOBBIM AMCOaIaHCOM, MPOSBIISIOTCA WHBEPCHEH 3yO110B
T B cTaHOAPTHBIX U JIEBBIX TPYAHBIX OTBEACHUSX, YIJIH-
HenueMm uHTepBaa QT. JlaHHBIC M3MEHEHUS Tpeapac-
T0JIararoT K 3JeKTPUUECKOi HeCTaOUIHbHOCTH MHOKap/a
u aput™usM. [Ipu mpobe ¢ 003uaaHOM HHBEpCHs 3yOII0B
T ucueszaer.

JIEMEHUE

VY nereii ¢ cuanpomoM Mapana T0KHEI OBITH MUHH-
MU3UPOBaHBI (GU3MUYCCKUE Harpy3KH. J{is npemoTpariie-
HUS TSOKENBIX a0OpTAJILHBIX MOPAKCHUH MMOKa3aH NpUEM
Oeta-aapeHoOmokatopoB. CpaBHHUTENBEHBIE HWCCIEIOBA-
HUS CBHJETEIHCTBYIOT O TOM, YTO TIPH JISYeHUH 003u/1a-
HOM Yy OOJIbHBIX, HIMEIOIIHX JICTKYIO CTCIIEHb TUIATaIluK
AOPThbI, CHWKACTCS PHUCK aOpTAbHOM pEryprutaiuu
W pacclauBarolieii aHeBpU3Mbl aOpThI, IIPU 3TOM CHHU-
YKAeTCsl 4acTOTa MPOTPECCUPOBAHUS TUIATAIINN aO0pPTHI.
Jlo3a 0063uaana (TiporpaHoIIoiia) ToJKHA OBITh OIITHMU-
3UPOBaHA C HCIOJIb30BAHUEM U3MEPSIEMbIX C IIOMOIIBIO
OXOKI' cHUCTONMYECKUX HMHTEPBAJIOB JIEBOTO JKETYII0Y-
Ka. D¢ QeKTUBHOW cUMTAaeTCs Takas J03a Ipernapara,
KOTOpAas YIUIMHAET BPEMs JIEBOXKEITYTOYKOBOTO N3THAHUS
Ha 30%. Ilpenmapar HasHadaeTca mmutenbHO 3—4 pasa
B J€Hb. BMecTo 003umana MOryT ObITh HA3HAYCHBI Kap-
JIMOCENIEKTHBHBIC OeTa-aJipeHOOIOKAaTOphI (KOHKOp, are-
HOJIOJI, METOIIPOJION), 00JNIaIAtoIINe MEHBIIIMMHU TI000Y-
HbIMH 3 dexramu. s mpodrmakTHKH HHGEKITMOHHOTO
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SHJOKapAUTa NpU cUHIpoMe MapdaHna peKoMeHIyeTcs
MPOBEECHNE aHTUOAKTEPHATBLHOM Teparuy BO BpeMs ca-
HaIMY 3yOOB U OTIEPaTHBHBIX BMEIIATEIHCTB.

CNTYYA U3 NPAKTUKMH

Cankr-IletepOyprckuii rocyapCTBEHHBIH Tmeaqua-
Tpuueckuit MeauuuHckuid yausepcutet (/b Ne 18949)
u OI'Y «DenepanbHblii IEHTP CEp/lla, KPOBU U DHJIO-
KpuHojoruu uM. B. A. AnmazoBa PocmenrexHonoruiiy
(/B Ne 1906 u Ne 12213).

Anamnes: lamment C. 1. 15 net B centsope 2011 .
obur HampaBneH B Cankr-llerepOyprekyto rocynap-
CTBEHHYIO NEIUATPUUECKYI0 MEIULUHCKYIO aKaJeMUI0
XUPYproM PpaiOHHOW TONUKIMHUKH, IJISI KOPPEKIMU
BPOXK/ICHHOW BOPOHKOOOpa3HO# Jedopmanuu rpynHod
KJIETKH ¢ tuarHo3om: Cunapom Mapodana. Bpoxkaennas
BOpOHKOOOpa3Has aedopMarys rpyaHON KIETKH 3-H CT.
W3 anaMHe3a U3BECTHO, UTO Jie(hOpMAIIXs TPYJHOH KIIET-
KU BBISIBJICHA y peOeHKa cpasy nocie poxaenus. [locto-
SHHO HaOJIOAaNCsl OPTONEAOM MONUKIMHUKUA 10 MECTY
XKUTenbCTBa. B Bo3pacte 11 JieT MOSABUINCH MPUCTYIIBI
cepmrebuenus. O6cnenoBayicss y Kapauosora. Jluarao-
CTHpOBaHa peuunpokHas AB-y3imoBas mapokcu3maib-
Hasl TaXUKapaus (Kpyrosas TaXUKapIusi C TMOBTOPHBIM
BXOZOM BO30yxneHus1). HazHadeHa Tepamusi Beparnamu-
JIOM, KOTOPYIO [TALIMEHT HoJy4al HeperyssapHo. [lanuent
ObUT 0OCNeOBaH y TeHeThKa. 3akimrodeHue: CUHIpOM
Mapdana. [Ipu oOciienoBaHuu Ha 2-M XHPYPrHUSCKOM
otaencanu CII6 ['TIMY ocHOBHO# Auarao3 ObLT yTOY-
HeH u Bepudunuposad. Ilocie ocMorpa Kapauoaorom

1 BBINOJIHEHHS 3XOKapAUOrpapuIecKoro UCCie0BaHus
MAIMeHT ObLT HAPaBJICH K KApIHOXUPYPTY.
OO6cnemoBanme B KJIMHUKE (TIPUBOAATCS PE3YIbTAThI
00CIIeIoBaHus B IBYX JICUEOHBIX YUPESIKICHUSAX )
Knunuueckuii ananuz xpoeu, aerkonurapHas (op-
Myna, OMOXMMUYECKUN aHaJN3 KPOBH, OOLIMK aHAIU3
MOYH — 0e3 OTKIIOHEHUH OT HOpMaJIbHBIX 3HAYECHUH.
Opmoneduueckuii cmamyc: COCTOSHHUE YIOBIIETBO-
putensHoe. KoxHble MOKPOBBI M BUIUMBIE CIM3UCTHIC
yuctele. OObuHOM Okpacku. Poct — 191 cm, Bec —
55,5 xr. Tonosa (hopma yeperna) — OalIeHHBIN deper.
OKpYXHOCTh TOJIOBHI (IT0 JIMHWW TPOXOISIICH depes
JIOOHBIE U 3aThUIOYHBIE Oyrpbl) — 57 cM. [Ipu Buze crie-
peau HaAIuIeube CrpaBa BhIlIe JIeBoro. OTMedaeTcs yKo-
pOYEHHe MPaBOH BEpXHEH KOHEUHOCTH Ha 3 cM, THIep-
MOOWIIBHOCTE CyCTaBOB. [ pyouas xinemka: (cM. puc 1,
peHTreHorpamMmy 1) HUIMHIAPUYECKOH (OPMBI, acHM-
MeTpuyHa. Haj- W MOAKIIOYMYHBIC SIMKH BBIPaYKCHBI
ymepenHo. Tenocnoxenue acmenuueckoe. OKpyKHOCTb
IPYIHOM KJIIETKH IIPHU BBIIOXE 75 cM, Tipy BeIOXE 81,5 cM,
B 1OKo€e 78 cM. DKCKypcust TPyIHOH KieTku 6 cMm. Pazve-
pbl 6oponku: BeicoTa — 23 cM, mmpuHa — 19 oM, iy-
Oouna — 6 cM. Unoexc Tusxcuockoi = 0,5. PaccrosiHue
OT IiepeHe-BEPXHEH OCTH MOB3IOLIHON KOCTH 10 OTBE-
cacmpaBa— 19 cm, cieBa 19 cm. Bug c6oxy — oOpammaer
Ha ce0s1 BHUMaHue K103 B MOSCHUYHOM OTEJIe 03BO-
HOYHUKA. B c3amy — J0maTKu pactoyioyKeHBl acuM-
METPUYHO OTHOCHUTENHFHO OTBECa, OPOLIEHHOTO OT OCTH-
ctoro orpoctka VII meiHoro no3BoHkKa. Yt 1onamox:
YTOJI MpaBOH JIONATKW CTOWT BBIIIE JIEBOTO Ha 4 CM.

Puc. 1. PentreHorpamma 1. CneBa ¢oTorpadmsa rpyaHoOil KNeTKM nauMeHTa C BbIpaXKEHHOW BOPOHKOOGpa3Hoi aedopmauune.
CnpaBa — peHTreHorpaMma rpyaHoi KneTku B npamoit npoekuunu. pyaHas knetka aepopMMpoOBaHA 3a CYET BbIpaXeHHOro
NpaBOCTOPOHHErO CKO/IMO3a FPYAHOr0 OTAENA MO3BOHOYHMKA, IeTKUe pacnpaBneHbl, MHGUnbTpaumum Het. KopHu nerkux
He Bu3yanusupylotcs. TeHb cepaua cMelleHa B/IeBO, pasBepHyTa. AOpTa BbiFISAUT pacliMPEHHON B BOCXOASLLEM OTAENE.

IOunadparma uetkas. CUHYCbI CBOGOAHDI
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PaccrosiHue oT BepxHel oCTH JIONAaTKU IO OTBECa CIIpa-
Ba — 13 cM, cneBa — 8 cM. PaccTosiHue oT ymia nonar-
Ku 70 oTBeca cripasa 10 cM, cieBa 3 cM. MexxsaromuaHas
CKJI3JIKa pacroJiaraeTcsi mpasee Ha 1 ¢M. 10 OTHOIIICHUIO
K oTBecy. /10360H0uHUK — B ILIEHTHOM OTJIeJie OCh HE U3-
MeHeHa. B rpynHoM oTaene oTMedaeTcs: OTKIIOHEHHE OCH
MO3BOHOYHKKA OT OTBECA BIIPABO Ha 2,5 cM. B nosicuunu-
HOM OT/IeJIe OTMEYAETCS OTKIIOHEHHE OCH ITO3BOHOYHHKA
ot orBeca BrpaBo Ha 1,0 cM, kudo3. Ta3: nepexoca Taza
HE omperenseTcs. Yroil Tajlud CIIpaBa CIVIaXKeH, CleBa
yeuneH. Huoicnue xoneunocmu: aMILIATYa ABWKESHUN
B CycTaBaX HI)KHUX KOHEYHOCTEH B TOJHOM OOBEeMe.
Tl'umepmobumpHOCTE CycTaBoB. [loxoaka HE W3MEHEHa,
XOJIUT B OOBIYHOM O0YBH.

Ha  smekrpoxapamorpamme  (P=140  mcek;
PQ=188 mcex; QRS =100 mcex; QT= 380 mcek) peru-
ctpupoBacs cuHycoBsiit putM ¢ YCC = 85-90 B muHy-
Ty (puc. 2). BepTukanbHOoe MOJI0KEHNE dIEKTPUIECKON
OoCcH cepAua. JnekTpokapanorpaduieckue NpU3HAKH
BHYTPHIIPEICEPAHON OJIOKaabl U THIEPTPOPHUH JIEBOTO
npeacepausi, MOBBILIEHHON HArPy3KU Ha MpaBblil Kely-
nodek. Hermonmnas Oiokana npaBoit HOXkH mmy4ka ['mca.
VYmuormenue 3y6108 «T» B orBenenusx: 11, 111, aVF.

26.10.11 mpoBeneHo cymouHoe MOHUMOPUPOBA-
Hue anexmpoxapouocpammsl (no Xoamepy): Cunyco-
BbIil put™M ¢ UCC ot 69 no 148 B mun. UCC cpennsist
naem 89 B muHyTy, UCC cpemnsis HOUBIO 85 B MUH,
¢ makcuManbHbIM yBenuueHueM YCC mo 132 B MuH
(B 04:28). Taxukapaus Houpto. YCC nHeMm B mpene-
nax Bo3pacTHOM HopMmbl. Llupkanusiit uaaexc 104 %.
PeructpupoBanuch OAMHOYHBIE KEITYIOYKOBBIC IIO-
TuMopQHBIE IKCTpacucTonbl. Becero —12 (maeM — 3,
HOUBI0 — 9). OIUHOYHBIE MPECEPIHBIC IKCTPACUCTO-
1wl (B TOM "mcie ¢ AB Omokazoii 1-if crenenn) ¢ mpen-
SKTOMMYECKUM HHTepBaloM OT 327 mo 716 Mcexk.
Bcero — 180 (8 B wac). Jluem 77 (6 B 9ac). Housto
103 (10 B wac). Mmemuueckue nzmenenus DKI He 00-
HapyXeHbl. B TeueHue cyTok HaOmOnaIoCh yIJIMHE-
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Puc. 2. dnekTpokapaunorpadus ot 2
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Hue koppuruposanHoro QT-unrtepsana coime 450 mMc
B Teuenne 18 u 47 mun (85 % BpeMeHn).

06.10.11 nposedena sxoxapouoepagpus: Aopra —
64 MM; 1esoe npedcepoue — 36 MM; UHJIEKC 00beMa —
28 mu/m kB, MIIII He W3MEHEHA; J1esbill HCeTYyOOUeK
MIXIT 10-13 mm; 3C — 7 mm; UMM — 126 1/kB.M;
KIP — 64 mm; KCP — 41 mm; KJIO — 125 Mo
KCO — 57 mi; YO — 68 mur; @B Cumiicon — 54 %;
®B Tetixonbr — 65%; ®Y — 36%; KUHETUKA HE HU3-
MeHeHa. [lpasulii dicenyOouex: TapacTepHajbHas IO-
sumust — 31 mm; 4-kamepHas — 33 mm. [lpasoe
npeocepoue: 42%38 Mm; uHAEKC 00bema 22 MII/M KB.
Jlecounas apmepus: 32 MM; pacuyeTHOE CHCTOIHYE-
ckoe masneHue 30 mMm pr.cT. Huowcnsas nonas eewa:
24 MM; ciazieHue Ha BAoxe >50; aopmanvusiii K1anau.
Vmax 0,68 m/c; dPmax 1,84 MM pT. cT. Mumpanwrutii kia-
nan: Ve 0,61 m/c, Va 0,42 m/c, Ve\Va 1,47, Tdec 184 mc.
TpuxycnuoanvHwill kianawn: peryprutauus 1-ii crenexu,
dPtr 28 MM pT.cT.

Ilynemonanvusiti  kaanan: Vo max 045 w/c;
dPmax 0,70 MM pT. CT, perypruTamus npuKiananHas.

HeGonpurast numaranus JeBOro >kKenymodka (Ha
ypoBHE 0azalbHBIX CErMEHTOB 5,6 CM, Ha ypOBHE
cpenuHHBIX 6,4 cM). OcTaJabHBIE MTOJIOCTU HE PacIlu-
peHbl. HebGompimas skcueHTpUdecKas TUnepTpodus
muokapaa JK (MMM — 126 r/m?* OTC — 0,22).
MakcumanpHasg TOJIIMHA MHOKap/a ONpeneiseTcs
B o0Onactu 0a3ajJbHOrO CETMEHTa IepeJHe YacTh
MXII (1,3 cwm). JlokanbHble HapylIeHHWS KHUHETHU-
KU HE BBISBICHBI. BhIpakeHHOE pacIIMpEeHHE aOpTHI
Ha ypOBHE CHHYCOB W Hadaja BOCXOJSIIETO OTAeia.
Jyra aoptsl He pacuinpeHa. Jlerounslii CTBOJ pacuiu-
peH 10 3,2 cMm.

UccnenoBanue aoptel B «M»-MOAAIBHOM pPEXHUME
axokapauorpaduyeckoro ucciaenosanus. Ha yposse cu-
HycoB BanbcansBel quametp coctaBun 64 mm. Heo6xo-
JUMO OTMETHTBH MaJIOTIOIBUKHOCTh a0pTHI (TUTIOKHHE-
310 — HHU3KYIO0 aMIUTHTYy CHCTOJNO-TUACTOIHYECKIX
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[2D/M] G50 } 9048
Fall } P35
)\ HAR

Puc. 3. Dxokapauorpamma 1. UccnepoBaHne npoBeaeHo us ne-
BOM MapacTepHanbHOW No3nuuu B M-MOAa/IbHOM PEXU-
Me. Busyanusupyerca mManonoaBuKHbIM, AMNATUPOBAH-
Hblii KOpPEeHb a0PTbl. CTEHKM YKOBULLbI Q0PTbl UCTOHUEHDI.

LuameTp nyKoBULbI A0PTbl COCTABNAET 64 MM

9KCKypeuit). OTMedaeTcsi HCTOHUYCHHE CTEHOK aOpThl
(cM. puc. 3 sxokapauorpammy 1).

AopTaNbHBIN KITanaH MpeACTaBIeH TPEMs acuMMe-
TPUYHBIMH TONYIYHUSIMH 32 CUET YBEIMYCHHUS HEKO-
poHapHoro. Komuccypa Mexmy IpaBbIM U JIEBBIM
MOJIYIYHUSIMH HE PACKPbITa, YIUIOTHEHA; KilanaH QyHK-
IMUOHUPYET KaK JBYXCTBOp4YaThIif. CTBOPKH MUTpaIb-
HOTO KJIallaHa Y/UIMHEeHbI (JJIMHA TIepeHel CTBOPKHA —
3,3 cM), He YTOJILEHBI, TPONTAOUPYIOT B TIOJIOCTH JIEBOTO
npeacepaus ¢ MaKCUMalbHON aMIUIMTYION Ha ypOBHE
Tela 3aJHeil cTBopku 10 1,7 cM. YyinHeHue, mposarnc
CTBOPOK TPUKyCNIHAANBHOTO Kiamnana (1o 0,7 cm).

[2D) G509

+D) 0.85cm

[TyneMoHanbHBIN KanaH 0e3 CyIIeCTBEHHbBIX H3Me-
HEHHMH. MexXIpencepaHas 1 MeXKeTyJ04KOBas epero-
POZKH IIPOCIIEKUBAIOTCSI HA BCEM NPOoTsbKeHuu. Jlomiep
KI': AopranpHas peryprurauus 1-2-if ctenenu (ueH-
TpaJibHas cTpys, vena contacta — 0,4 cM), MUTpanbHast
peryprutanmst 1-2-if creneHu (3KCHEHTPHYHAS CTPYS
0]l TIEPEIHIOI CTBOPKY KJlanaHa), TPUKYCIUAAIbHAS
perypruranus 1-ii creneHu.

3axnouenue IXOKI': aneBpu3Ma KOPHS U BOCXOJIS-
hiero otzena aopthl Oe3 npusHakoB paccioenus. BIIC:
HEHCTUHHBIM OWMKyCHHIAIbHBIA aOpTaJbHBIA KiIanaH
C JIETKOM HETOCTAaTOYHOCTRIO, O3 cTeHo3a. IIpomanc Mu-
TPaJILHOTO KJIanaHa 3-# CT., FTeMOJJTHaMHY€eCKH MaJIO3Ha-
ynMbIi. [Iponanc TpukycnuaanbHOTo KiamaHa 1-2 cr.
(cm. puc. 4, 5, 6 axorpammel 2, 3, 4)

KT-aneuoepagpua  aopmer  28.10.11. Otmedaet-
Csl pacIIMpeHNe CHUHOBAIBBYIISIPHOM W CHHOTYOYJISIp-
HOM 30H BOCXOJSIIEro OTAeia aopTel 10 6,5%7,0 cMm.
[IpotsxkenHocTs pacipenus 6,7 cM, IPOCBET AUCTAIIb-
HBIX OT/ENOB aOpThI He n3MeHeH. KoponapHsle aprepun
OTXOZAT TUINYHO, TOIIOrpadus 1 IPOCBET HE HAPYLICHBI.
Hucxonsmias rpyaHas aopra yaiInHEHa, 94T0 00yCIOBIHU-
BaeT OTXOXJIEHHE IUIEUEroJI0BHOIO CTBOJIA U JIEBOM 00-
1Iei COHHOM apTepuu OT Bocxosiiel yactu. [Ipuznakos
OTCJIOMKH MHTUMBI a0pTHI HE BhIsiBIIeHO. [IpocBeT abno-
MMHAJILHOM aOpThI U €€ BETBEN HE U3MEHEH.

Hynnexcnoe cxkanupoeanue o6paxuoyepanvHvix ap-
meputl. C obeux cropon OCA, BCA, HCA npoxomu-
Mbl. CTEHKH apTepuil HE YTOJIIEHBI, O€3 marojaoruye-
CKMX m3MeHeHuH, auddepenmuposka KM Ha cion
coxpaHeHa. KpoBOTOK 1O apTepusM MarucTpaibHOTO
THUIa, CKOPOCTHBIE TIOKA3aTEIH B TIpe/ieiax HOPMBI, Oe3

+D 0.73em

Puc. 4. 3x0Kapp.uorpamma 2.Ha npeacTaBNeHHbIX 3X0KapauorpamMmax, BbinOJIHEHHbIX U3 anuKanbHOM I-IeTI:pI'I)EXKaMepHOl"i nosuuun
npeacraB/ieHbl: CieBa — nponaﬁupoaauue CTBOPOK MUTpPA/IbHOIro KnanaHa, cnpaBa — TPUKyCcnMaaabHOro
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[2D] G50 / 90dB
FAD/
HAR
[C] G50 | 4.50 kHz
FAO/F1/10 |

[2D] G50 { 90dB
FAO{F

Puc. 5. 3x0Kapp.uorpaMM3 3.CneBaB peXume LBETHOIo A0NNJ1IePpOBCKOro KapTMpoBaHUA BU3ya/iIu3MpOBaHa LieHTPa/ibHas CTpyA aop-
Ta/IbHOM peryprutauumm (oﬁpa‘ruoro AUNACTO/INYECKOro TOKa KpOBU Yepe3 COMKHYTble CTBOPKU aoOpTaJibHOro KnanaHa). Cnpa-
Ba — BU3yaJIU3UPOBaH aOpTaanblﬁ KnanaH. CTpenquaMu OTMe4Y€eHbl TPpU CTBOPKU KnanaHa. Mo AaHHBLIM 3XOKr 0OTMEYaNochb
HenoJsiHoe pacxoXaeHue no KoMUccypam npaBoﬁ W neBoi KOPOHAapPHbIX CTBOPOK, NO3TOMY K/anaH q)yHKI.IMOHMpOBa.H KakK ABy-
CTBOpHaTbIﬁ. Cucronuuyeckoe pacKpbiTUe CTBOPOK aOpTa/ibHOro KnanaHa 6b110 gocTaTouHbIM. Mnowaab (OueHEHHafl nnaHu-

MeTpuueku) coctaBuna 7,5cm?

reMOAMHAMUYECKH 3Ha4nMMoil acummerpuu. [lpu wc-
CJIEJTOBaHWH TIO3BOHOYHBIX aPTEPHH BBISIBICHO JIOKAIb-
HOE YBEJIMYEHHUE II0 JUAMETPy JIEBOM IIO3BOHOYHOU
aprepun 10 10 MM Ha NpoTsHKeHUH 15 MM Ha ypoBHE
1-ro cermMeHTa, CTEHKH POBHBIC, IPU3HAKOB JTUCCEKITUU
HE BBISBJICHO. 3aKiIoueHue: AHEBpU3Ma JICBOU MO3BO-
HOYHOW apTepuu Ha ypoBHe cermeHTta V1 (cm. puc. 7
JomnreporpaMmy 1).

Oxyaucm 28.10.11: tnazHoe nHOo Oe3 MaToJIOTHH.
Henocrosinnoe pacxogsieecs kocornazue OU.

Onexmposnyepanocpagus — muddy3HbIE HIMEHE-
HUSI OMOANIEKTPUYECKOH aKTMBHOCTH TOJIOBHOTO MO3ra
MPPUTATHBHOTO XapaKTepa JIETKOW CTENEHU BBIPasKeH-
HocTu. Mpputanus ausHIedanbHbIX CTPYKTYp (B BUIE
pEeTUCTpai BCIBIIIEK allb(a-BOIH, PaCcIpPOCTPaHSIO-
mUXcsl  OuarepaTbHO—CHHXPOHHO).  Crierudraeckoi
AMUIeNTU(OPMHON aKTHBHOCTH HE 3apETUCTPUPOBAHO.

Annepeonozuueckuii anamues: o CIOB HE OTATOLIEH.

Ilo manHBPIM 00CNEenOBaHMS B KIMHHUKAX OBLI ITOI-
TBEpP)KJEH W YyTO4HeH pawmarHo3. Ilocme mposemeHus
KOHCHIIMYMOB C y4acTreM npod. Kadenpbl Xupypruye-
ckux OoJe3Hel neTckoro Bozpacra J. B. Yabpuxa 0610
PEKOMEHIOBAHO XUPYPTUYECKOE JICUEHNE — IMPOTE3U-
pOBaHHE KOPHS U BOCXOISIIETO OTAeINa A0PTHI KIIalaHo-
COJIepKAIIUM MTPOTE30M, IJIACTHKA TPUKYCIHIATHHOTO
¥ MUTPAJIBHOTO KJIAIIaHOB.

Huaenos: Cuagpom Mapdana. AHeBpuU3Ma KOPHS
BOCXOZIIEH aopThl. JlucceKiusi BOCXOASIIETO OTaena
aopthl. bukycnuaanbHpId KilaaH aopThl. AopTajbHast

peryprutanusi 2-ii creneHu. IIponanc CTBOpPOK MHU-
TpaJgpbHOTO KJamaHa 3-i creneHu. MutpaipHas peryp-
rutanus 1-2-# crenenu. [Iponarnc cTBOpoK TPUKYCIHU-
JaNbHOTO KiamaHa. TpuKycHHJanbHas pPErypruTanus
2-i1 crenean. XCH 1-2 ¢.x.

Conymcmesyrowuii: Pe3nmyarsHO-OpraHIIecKoe 1opa-
wenne [IHC. Cunppom Apnonsma—Kuapu 1-i1 cT.
BpoxxaenHas BOpoHKoOOpa3Hast JeopManus TpyIHOR
kietku 3-ii ct. [IpaBocTOpOHHUI TPynO-TOSCHUYHBIN

Puc. 6. Dxokapauorpamma 4. B bipaxkeHHas pedopmaums npa-
BOrO )XeNyA0u4Ka 3a cYeT KOMMpPeccumn cepAaLLa Co CTOPOHbI
rpyauHHO-pe6epHoro kommnnaekca. OTMevaerca u3MeHe-
HUe reoMeTpuM NPaBoOro KeNyAouKa Mo TUMY «raHTesneo-
6pasHoii». 30Ha Haubonblueit aedopMauMM OTMEYEHA
cTpenoykamu. MoebilweHa TpabeKynsspHOCTb NPABOro Xe-
nypouka
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PwW] G50
F1 ¢3.25 kH=z
Depth 9
Size
Angle

1.00
-57

[2D] G55 7 92dB
FAZ 7 P90

IC] G517 1.63 kHz
FAZ¥F1 715

Puc. 7. Jonnneporpamma 1. [lynnekcHoe ckaHupoBaHue GpaxuouedanbHbix aptepuii. Mpu gonnneporpadum B cTBONE NeBoit obLuei
COHHOI apTepuM pPerucTpUpYIOTCA NaToNOrMYecKue AUACTONUUECKUE «NPOBasibl» AONMIEPOrpaMMbl (MOMeUeHbl CTPeIoUKamu),
BbI3BaHHble 06PaTHLIM AUACTONIMHECKMM TOKOM KPOBU B CBSI3U C aOpTa/ibHOM peryprutaumei

kuockonuo3 3-ii ct. HemoctosiHHOE pacxonsieecs
kocornazue OU. MckpuBiieHHEe HOCOBOM MEPErOPOAKH.
[IpaBocTopornwmit HedponToz, [TH 0. [Tapokcusmans-
Has AB penunpoxnas Taxukapaus, pemuccus ot 2009 .
AHeBpHu3Ma NM03BOHOYHOI apTepuu cieBa.

Onepayus: onepauust Bentall — De Bono (mpore-
3UPOBAaHNE BOCXOIAIIEH a0PTHI U A0PTAJIBLHOIO KJlara-
Ha C MCIIOJIb30BaHHWEM KJIANIaHCOAEPIKAIIEro KOHIyHTa
Menldux 29 wmwm). llloBHas aHHYNOIJIACTUKA MH-
TpaJlibHOTO KianmaHa B Moaudukanum Batista. [los-
Hasi aHHYJOIUIACTHMKA TPUKYCIHIAIBHOTO KJIalaHa
B Momudukarmu Batista. [Imactuka mepwkapma CuH-
TeTndeckod 3amiatoil  «Preclude». MobOunn3amus
pebepHO-TPyAMHHOTO KOMILJIEKCa, OCTCOCHHTE3 TPYIH-
HBI 3aTPYAMHHO TUTAHOBOHU MJIACTUHON M HAATPYIUHHO
mIacTuHOM «Matrix rib» (4 BunTa) ot 29.02.2012 1.

IIpomoxon onepamusnozco emewlamenbcmeda Om
29.02.2012. CpenunHast cTepHOTOMUS. BCKphIT mepu-
kapa. KaHronmupoBaHBl aopTa W moible BEeHBL. Aopra
Ha YpOBHE KJIallaHa 3HauYuTeIbHO paciiupeHa (1o 7 caH-
TUMETPOB), C HOCIEAYIOIINM PACHIMPEHUEM M BOCXO-
IIAIIETO OT/AENa, Ha PacCTOSHUU 2 CM Tepen Opaxmo-
nealbHBIMI COCYIaMH a0pTa BHELIHUM JHAMETPOM
25-27 mm. [lyra aoptel u OpaxuouedaibHble apTepun
He pacmupeHsl. JleBoe mpencepane yMepeHHO Ania-
TupoBaHo. KopoHapHBIX apTepuil JBe, OTXOAST OT CO-
OTBETCTBYIOIIUX CHHYCOB. OT MpaBOro KOPOHAPHOTO
CHHYCa OTJENIbHBIM YCThEM OTXOAUT AONOJHUTEIbHAS
BeTBb (OK01O 2—3 MM oT ycTbst IIKA). Auametp kopo-
HapHBIX apTepUil COOTBETCTBYET BO3PACTHBIM HOPMaM.

ITocne nonepedHoil a0pTOTOMUH PEBU30BAH A0PTAJIb-
HBIH Kianad. Knanan anaromudeck cOpMHUPOBaH Kak
TPEXCTBOPYATHIH, HO (YHKIMOHUPOBAT KaK ABYCTBOP-
9aThlil, 32 CUCT PYAUMEHTAPHOW KOMHCCYPBI MEXKIY Jie-
BOH KOPOHApHOW W HEKOpOHApHOU cTBOpKamu. CTBOp-

KH U30BITOYHO TePEPacTSIHYTHI, CHHYCBI PacIIaCTaHEI
3a CUeT THUIeprIaTallii KIamanHoro Koiblla. Koarra-
[IUs CTBOPOK OTCYTCTBYeT. Cy0aopTanbHON 00CTPYKITHH
HET. Mmeemces anedpuzma 80cxoosauje2o omoend aopmul
¢ ouccexyuell 6HYMPEHHe20 ClL0sl PACHPOCMPAHAIOWAsi-
Csl N0 MeOUANbHOU CMeHKe Om KOPHA 00 2 CM NPOKCU-
Manvhee bpaxuoyepanrbHulx cocy008 (8KIOUAs nepuy-
CMbesyIo 30HY 1ol KOPOHAPHOU apmepult).

CTBOpKM aopTajbHOrO KjlamaHa MOJHOCTBIO HCCe-
YeHbl. BBIKpOEHBI yCThsi 00€MX KOPOHAPHBIX apTepuil
Ha TUIOMIA/IKAaX TI0 THITy «ITyTOBHUID, YCThE KOHYCHOM
BETBHU COXpaHEHO. VIMIUTaHTUPOBAH KJIaTTaHCOMCPIKATITHIA
KOHAYUT TUaMeTpoM 32 MM C MEXaHWYECKHM IIPOTE30M
Menlux 29 mm. IIpokcuMaibHBI KOHEL KOHAYUTa PUK-
cupoBaH Ha 18 OTHeNbHBIX M-00pa3HBIX IIBaX HA CHHTE-
THYECKUX Npokaakax. [locienoBarensHo penMILIaHTH-
pOBaHBI YCThsI 00EMX KOPOHAPHBIX aprepuid. [y aToro
MIOOYEPEHO CO3JaHbl OTBEPCTHS B CTEHKE KOHAyHTa
Y J1ajiee HelpephIBHBIM OOBUBHBIM IITBOM (PHKCHPOBAHEI
KOpPOHApHBIE «ITyTOBUIBD). 3aIHSSA CTEHKA BOCXOISIIIE-
IO OTJEJa a0pThl OCTABJIEHA HATUBHOW. BoccranoBneHa
BOCXOJSIIIIAsl a0pTa HEMPEPHLIBHHIM OOBUBHBIM IIIBOM,
aJalTUPOBaH JUAMETP KOHAYHUTA MOJ JUaMETp HaTHB-
HOM aopThl, T. K. UMeN0Ch HecooTBeTcTBUE B 10 MM. Cre-
IYIOIIMM 3TarioM PEeBU30BaH MUTPAJIBbHBIA KIIalaH Iy-
TEM JIOCTYyTIa Yepe3 JIeBOe MPEACEpre, BCKPHITOE HIDKE
0opo3nbl BarepcroyHa Haj yCThSIMH TPaBBIX JICTOUHBIX
BeH. KimananHoe koJbIo qunaTupoBaHo 1o 5,5 cM. [lpo-
narc nepeaned ctBopku. [lonknamanHelil anmapar mne-
peaHel CTBOPKU nepepacTsHyT. BeinosgHeHa oBHas aH-
HYJIOTIJIACTHKA MHUTPAJILHOTO KjlalaHa B MOIU(HKAIIUH
Batista. Kinanannoe koinblio cyxeHo 1o 2,83 cm. ['epme-
TU3UPOBAHO JIEBOE IpECepIue HENpPEphIBHEIM OOBHB-
HBIM IIBOM. PeBU30BaH TpuKycnuaanbHbIi kiamnad. Kia-
MMaHHOE KOJIBIIO AUIATUPOBaHO 110 5 cM. [lonkiananHblit
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anmapar U CTBOPKM HE M3MEHEHBI. BrlnonHeHa 1moBHas
AQHHYJIOIUIACTHKA TPUKYCIUAAIBHOTO KialaHa B MOAM-
¢ukanmu Batista. TrmarensHas mpodrIakTHKa a3podM-
6omuu. ['epmernsupoBano npaBoe npencepane. CHATHE
OKKIIIO3UM C aopThl. BoccTraHOBNEHUE cepaedHoN naes-
TENBHOCTU 4epe3 (UOPWLLINHIO KemynodkoB. CHsTa
OIHOKpaTHBIM pazpsinoM JdD. BeinonHeHa KOHTPOIb-
Hasl YpeCIHIIEBOAHAs dX0Kapauorpagdus. Perypruranus
¢ AB-knarnaHoB 1-i1 cTeneHu, o 00beMy MUHUMAJIbHAS,
COKpaTUMOCTh OT/JEJIOB cepAlla He HapyuieHa. [loqmuTa
napa 3MUKapAdanbHEIX 1ekTponos BHemHel OKC. 3a-
BEPIIAIOIIMM JTAIIOM BBIIIOJHEHA IUIACTHKA IEepUKapaa
CHHTETHYECKOM MeMOpaHoii «Precludey.
TopakanbHbilMu Xupypeamy BBITIOIHEHA KOPPEKIHUS
neopMay TPYAUHBL, 3aKII0vaomasics B MOOHIn3a-
UM pedepHO-TPyAMHHOrO KoMIiuiekca. CerMeHTapHas
CHUMMeTpUYHAs XOoHApoTomMus 3—4—5-6-7 pebep. Ile-
pUXOHApUNA coXpaHeH. PesenupoBaH MEUEBHUIHBIN OT-
POCTOK BBHy HEBO3MOKHOCTH €TO COXPAaHEHHUS H3-3a
ero yvactust B Aedopmauuu rpynuHsl. Jlanee BbImon-
HEH OCTEOCHHTE3 TUTAHOBOM IIACTHHOM (pacmoiioxe-
Ha 3arpydruHHO) U TUIACTHHON «Matrix rib» Ha 4 BUHTaX
(nmacTuHa pacmoiokKeHa Haj TpyauHoii). Pemosunms
(parMeHTOB TPYOUHBI TMPOU3BeNeHa 7 OTIEIbHBIMHU
npoBosioyHbIMH mBaMHu. IlocioiiHoe ymmBaHue Msir-
KUX TKaHe. BHyTpUKOKHBIN IIOB.
Ilamozucmonozuueckoe ucciedosarue CmeopokK aop-
ManbHO20 KAANAaHa, (pazmeHmos amespusmvl aopmol
om 29.02.2012: coeguHUTENLHO-TKAHHAS JUCINIA3USA
aopranpHOro KianaHa. KucTo3Hbli MeanaHEKpo3 aop-
Thl. (MennoHEeKPO3 aopThl KUCTO3HEBIN (medionecrosis
aortae cystica; aHar. tunica media cpemHsst 0000Y-
Ka+ HEKPO3) — MaTOJIOTHYECKHUH MPOLecC HESICHOW STH-
OJIOTUH, XapaKTepU3YIOLINIACS 00pa3oBaHNEeM B CpeaHEl
000JI0YKe a0PThI OYaroB HEKPO3a, IPU OpraHU3aLuH KO-
TOPBIX BO3HUKAIOT KHCTO3HBIE TIOJIOCTH).
Kynemypanvuviti  noces  aopmanvHo2o — Kianama
om 11.03.2012: pocTa MUKpOOPTaHU3MOB HE BBISBIIEHO.
Tocneonepayuonnoiii nepuod. B niepBbie CyTKH OT-
MeyaJcs SIH30]l HaJDKEYIOYKOBOW TaXUKapIuH, Ky-
MUPOBaHHBIN BHYTpHBeHHBIM BBenaeHneM AT®. Ha cy-
ToYHOM MoHuTOopupoBaHuu OKI' 3aperucTpupoBaHbI:
taxukapaus u3 AB y3na ¢ UCC 120 B MuH, 2 snu3ona
HeycrouuBoro putMa ¢ UCC ot 121 no 188 B MuH.
Ha 3-e cyTku mocre onepanuy mocie npenBapuTeTbHOM
TIOATOTOBKY IPOU3BEIEHA SKCTyOaIsl, HO BBUIY Hapac-
TaIoIETo pecnuparopHoro aepunuta (yBenuuenne Y /11
1o 40 B MHH, OTCYTCTBHE ayCKYJBTATHBHOW KapTHHBI
CIpaBa B HWKHUX U CPEIHUX OTIENIaX IPH HOPMAJIbHOMN
KapTUHE CJieBa) MOBTOPHO MHTYOMpoBaH. 05.03.12 BbI-
nonaeHo MCKT, o gaHHBIM KOTOPOTO BBHISIBIIEHA KOM-
IIpeccusl MPaBoro NIABHOTO, TPOMEXKYTOUYHOTO, CPETHE-,
HIDKHEZ0JICBOTO OPOHXOB, yMEPEHHAasi KOMIIPECCHSI JIEBO-
TO ITIaBHOTO OPOHXa COCYIaMH CPENOCTCHUS (BETBSIMU Jie-

rouHoli aprepun). CyOarenekra3 0a3albHBIX CETMEHTOB
JeBoro Jerkoro. [IponsBenena skcTyOarms ¢ mepeBooM
Ha JIBIXaHUE Yepes JMIEBYI0 MacKy C Moja4eil KUcIopo-
na u okcuaa azora. 11.03.12 mepeBeneH Ha OTAEICHHUE.
[lo maHHBIM KOHTPOJBHBIX PEHTTEHOIPAMM — JIETKHE
pacrtipaBieHsl, HHpUIBTparun HeT. Hapymenus cepued-
HOTO pUTMa HE PErHCTPUpPOBAIHCh. [I0 MaHHBIM CyTOU-
Horo MouuTopupoBanus DKI' ot 20.03.12 — ymepen-
Hast cunycoBas Taxukapausa ¢ YCC or 80 no 116 B muH,
3HAUYUMBIX HApPYIICHUA pUTMa F TIPOBOIUMOCTH He 3ape-
ructpupoBaHo. HazHaueH sruiiok B 103€ 25 MI' B CyTKH.
Hasee mpoBoamsics oxoop A03sl BapapuHa. lenepoi
ypoeenb MHO (6onee 2,5) He nocturnyt. [1pu Beimucke
MHO — 2,1

OBCYXXIOEHUE

[IpencrapneHHbIN CiTy4ail WILTIOCTPUPYET COBPEMEH-
HBbIC BO3MOXXHOCTH JUAarHOCTUKH 1 6HCCT$IIIICFO XHUpypru-
YECKOI'0 BMEIIATENILCTBA Y MAIMEHTa CO CTOMb CIIOKHBIM
3a00JIeBaHNEM. X0UETCSl OTMETUTD, YTO OIICPATUBHOE BME-
IIaTEeTHCTBO BHITIOIHSIIOCH IBYMS XUPYPTHUECKUMHU OpH-
rajamMu, 9TO TI03BOJIHMIIO TIPOBECTH CHavaja KOPPEKIIHIO
Kap/MajbHOM MaTOJIOTHH, a 3aTeM TopakaiibHOM. OcTaet-
Csl OTKPBITBIM BOTIPOC OTIPECICHUS MOKa3aHUid K Orepa-
TUBHOMY BMEIIATENHCTBY HA a0pTe Yy JaHHOH KaTeropuu
6ompHBIX. XKues B Meranonuce (C.-IletepOypr), marueHT
©KETOIHO TMOCEIIal KapauoJora o MECTy KHUTEIIbCTBA,
HO K KapJHOXHMPYPry He Hamparisuics. U Tonbko mocie
obcnenoBanus B Cankr-IleTepOyprckoM rocynapcTBeH-
HOM TeIaTPUIECKOM MEIUITHCKOM YHHBEPCUTETE Iie-
pen orepaTHBHBIM BMEIATeIhCTBOM Ha TPYIHON KIIETKE
0 TIOBOJY €€ BOPOHKOOOpa3HOU aedopMaru OOJIbHOM
ObLI HampaBleH B KapAWOXUPYPTHMUYCCKHH CTaIOHAP.

[lo maHHBIM OTEYECTBEHHBIX U 3apYOEHKHBIX Kap/Iro-
XHPYPTrOB, PHCK pa3pbiBa aHEBPH3MEI 20PTHI Y TIALIMEHTOB
¢ cuaIpomMoM Mapdana B 4 pa3za BeIIlIe, 9eM Y OOIBHBIX
0e3 manHol maronoruu [2, 4, 7, 8, 11], moatomy ornepa-
TUBHOE BMEIIIATEIBCTBO HA a0PTe Y OONBHBIX C CHHAPO-
MoM MapaHa 1erecoo0pa3HO BBITIONHATH TIPH PACIIIHU-
pernu aopThl 10 50 M. [Ipyras 4acTh cienuanmcTos |7,
9, 12, 13] cumTaer, 9To MOKa3aHSIMHU IS OTIEPATUBHOTO
BMCIIATCJILCTBA Y IlaHHOﬁ Kareropumn 60J'II)HI>IX SABJIIAKOT-
cs: 1) yBenmu4eHue quaMeTpa KOpHS aopThl Oornee 55 MM
Y OTHOCHTENbHAS aopTajbHas peryprurtamnus (00paTHbIHI
TOK KPOBW Yepe3 aOpTAIBLHBIA KJIaraH); 2) aopTajbHas
perypruTaius ¢ BhIPRKEHHOHN JICBOXKETYJOUKOBOM JIHIC-
(dyHKIUEH; 3) XPOHUYECKOE PACCIIOCHUE CTCHKH A0PThI.

W3 ckazaHHOTO MOXKHO CJIENaTh BBIBOI, YTO MAIlUCH-
ThI ¢ CHHIpOMOM MapaHa TOJKHBI He TOIBKO COCTOSITh
Ha y4yeTe U HaOJIoaaThCs y KapAuoJiora, HO U CHCTeMa-
TUYECKU MPOXOAMTh OOCIICIOBAHHUE Y KapIUOXHPYPTa.
Pemenne Bompoca 00 omnepaTHMBHOM BMEIIATEILCTBE
B KaXJIOM OTJEIBHOM CIIy4ae AOJDKHO IMPOBOTUTHCS
BpaueOHBIM KOHCHIIIYMOM.
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AORTIC ANEURYSM IN A MARFAN’S SYNDROME
PATIENT

Priyma N.F., Popov V.V, Komolkin I.A., Afanasyev A.P.

¢ Resume. Presents a case of diagnosis and successful surgical
treatment of youth of 15 years with Marfan syndrome. The pa-
tient was diagnosed with aortic sinus of Valsalva and the as-
cending aorta, atrioventricular valve prolapse, as well as severe
funnel chest. After a thorough diagnosis was made simultane-
ous surgery including a prosthetic aortic valve-containing con-
duit, suture annuloplastics atrioventricular valves, and surgical
correction of the funnel chest.

¢ Key words: Marfan’s syndrome; aortic aneurysm; funneled
deformation of a thorax.
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