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Pe3ztome

Leab. PaccMoTperh KIMHHYECKHE Cily4yaid TeueHMss ceMmeiiHoH (opmbl cunapoma MapdaHna,
COBPEMEHHBIC BO3MOXXHOCTH JHArHOCTHKH 3a00JIeBaHUS, MPOTHO3 IMPH CBOCBPEMEHHO IPOBEICHHON
Tepamnuu.

Metonuka. CtaThs MOCBSIICHA KIMHUYECKOW IUATHOCTUKE W JjeueHuto mauueHTtku H., 1983 r.p. c
ceMeliHOl Gopmoit cuHIpomMa Mapdana (y OTIIa paclupeHre OPIOITHON aOpTHI, Y ABOIOPOTHON CECTPHI
OTIIa OTMEYAIOTCS BHENTHUE TIPU3HAKU CHHApoMa Mapdana).

PesyabTarel. [lnarHo3 BHepBble BBHICTaBIE€H B Bo3pacTe 4 neT. Y TMAIlMEeHTKH BBISBICHBI MOPAKEHUS:
CEpACYHO-COCYANCTON CHCTEMBbI (PAacCIIMpPeHHE aopThl, AaopTalbHasi HEAOCTaTOYHOCTh, NPU3HAKU
JIETOYHOM THIIEPTEH3MH, HEIOCTATOYHOCTh KJIAIIAHOB CEPALIA, TapOKCU3MalbHasl OpaauKapaus), OIIOPHO-
JBUraTeNLHOTO amnmnapara (IUIOCKOCTOIME, KWJIEBMAHAS TPyAb, CKOJINMO3), HepBHOW cuctembl (TUA,
XpOHUYECKas 1IepeOpoBacKyIApHas HEIOCTATOUHOCTE ).

3akiouenue. B cBs3u ¢ mporpeccupoBanueM 3aboneBaHus TepeHecna omnepanuu: Bentall-de Bono,
MIPOTE3NPOBAHNE BOCXOISIIEH aopThl ¢ HallokeHHeM coycThs 1o Karbol; mmacThka mpaBoi CTOIIH;
PE3CKIHs aHEBPH3MBI IYT'H AOPThI C MPOTE3UPOBAHHUEM AYTH M MPOKCHMAIBHOIO OTACTAa HUCXOMASIICH
TpyIHON aopThl. JlaHHBIC XUPYPTHUECKUE BMEIIATENIBLCTBA CIIOCOOCTBOBAIM MOJOKUTEIBHOW TUHAMHUKE
3a00JIEBAHNSL.

Kniouesvie cnosa: cunapom Mapdana, aHeBpH3Ma aopThl, MPOJIAIIC MHUTPAITBHOTO KIaraHa,
MEXaHWYCCKUH KJlanaH, THOPHUIHBIN KCIUTAHTAHT

CLINICAL CASE OF DIAGNOSTICS AND TREATMENT OF A PATIENT WITH MARFAN SYNDROME
Chudaeva O.V., Samylova A.R., Vlasova D.V., Korcheva V.S., Airapetov K.V.
Smolensk State Medical University, 28, Krupskoj St., 214019, Smolensk, Russia

Abstract

Objective. To consider the clinical case of the course of the familial form of Marfan syndrome, modern
diagnostic possibilities of the disease, prognosis with timely therapy.

Methods. The article is devoted to the diagnosis and treatment of a patient N., 1983 year of birth with the
family form of Marfan syndrome (Father’s abdominal aorta dilation, the father’s cousin shows signs of
Marfan syndrome).

Results. The diagnosis was first set at the age of four years. The patient showed lesions of the damage to
the cardiovascular system (aortic enlargement, aortic failure, signs of pulmonary hypertension, failure of
heart valves, paroxysmal bradycardia), lesions of the musculoskeletal system (flat foot, keeled chest wall
deformation, scoliosis), damage to the nervous system (TIA, chronic cerebrovascular insufficiency).

Conclusion. In connection with the progression of the disease had received surgery Bentall-de Bono,
prosthetic repair of the ascending aorta with the addition of sauce on Karbol; The right foot surgery.
Resection of aortic aneurysm with prosthetic and roximal parts descending thoracic aortic. These surgery
allowed the patient has contributed to a positive dynamics.

Keywords: Marfan syndrome, aortic aneurysm, mitral valve prolapse, mechanical valve, hybrid explant
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BBepneHue

Brnepsrle 310 3a00neBanue onucan ¢paHuysckuil neauatp Antyad bepuap-XKan Mapdan. B 1896 roay
OH 00cJen0Ba 5-JIETHIOW JIEBOYKY C HEMPOMOPLUUOHAIBHO YAJTMHEHHBIMH KOHEYHOCTSIMH M MATOJIOTHEH
OpPraHOB 3peHHs W OOHAPYXHJ MHOXXECTBEHHBIE HApYIIEHUS CO CTOPOHBI KOCTHO-MBIIIEYHOH U
CepAEYHO-COCYIUCTON cucTteM. B HacTosimee Bpems cuaapom Mapdana (CM) BeisBisiercs y 1 U3 5
TBICSTY YeNIOBEK (B Apyrux mcrounmkax y 1 m3 50 Teic,). B 75% cmydaes 3a0osieBaHne HACIEAYETCS OT
ponuteneli (ecau OOJIeH OOWH M3 poaMTeieH, maHchl pederka 50:50). B 25% cnayuaeB mmeer Mecto
CIOHTAaHHasl MyTauusi T€HOB. MOTYT Hacie[oBaTbCs OTHENbHBIE NPU3HAKH (HAmpUMep, TUIIMYHBIHA
BHEIIHUM BHUJA, OUCIOKALWS XPYCTAIMKOB W HapylIeHHS KpOBOOOpalleHWs), B TOM 4YHCIE dYepe3
MOKOJICHHE.

[IpuumHo¥ sBisieTcss moBpekaenne reHa FBN1 15-it maper xpomocoMm. ['eH oTBedaeT 3a MPOTYKIIHIO
Oenka (GuOpWUIMHA — OXHOTO W3 KOMIIOHEHTOB COCTUHUTEIBHOW TKaHH, (OPMHUPYIOIIETO €¢
ANACTHYHOCTh W COKPATUMOCTh. B pesynbrate myranuii Hapymaercs cuHte3 (uOpmnmHa. [IpusHaku
3a00JIeBaHUsl MOTYT IPOSIBISITHCS €I B PaHHEM JIETCTBE, U TOTJA JKE, Yallle BCET0, YCTAaHABJIMBACTCS
nuarHo3. B Hacrosimee Bpemsi BCTpevaroTCsl JBa THIa cuUHApoMa MapdaHa: ¢ SIpKO BBIPOKESHHBIMU
CUMIITOMaMHU H CO Cﬂa6blMl/l BHCHIHMMHU IMPOABJICHUSMU. Cﬂa6OBblpa)KCHHbll\/'I THUII 3a6OH€BaHI/lﬂ
CUUTACTCA 60.]166 ONacHBIM M3-3a CJIOKHOCTEH B AUarHoOCTUPOBAHUU.

Kraccudukarus CMMITOMOB TPOU3BOIUTCS 1O OOJBIIAM W MaJbIM JAHMATHOCTHYECKMM KpuTepusM. B
KPUTEpUH TIOCTaHOBKM auarHoza CuHapoMm Mapdana BrimodeHB! aedopMani CKeleTa, MaTOJIOTHS
CEepJIEYHO-COCYTUCTON CHCTEMBI, HAapYILIEHHs CO CTOPOHBI OPTraHOB 3pPEHMs, JbIXaTEIbHOW CHUCTEMBI,
MOPaKeHMsI KOKH, TBEPJOH MO3TOBOM OO0OJIOUKM, a Takke reHeTnueckue nanHbie. Camoe yactoe U
TPO3HOE OCIIOKHEHHUE DTO aHEBPHU3MaA U PACCIOECHUE A0PTHI.

Ilens wmccilemoBaHUS — PacCMOTPETh KIMHWYCCKHM Ciydail TedeHHs ceMeWHoi (opMBI CHUHApOMA
Mapdana, coBpeMEHHbIE BO3MOXKHOCTH JMAarHOCTUKH 3a00JieBaHMs, NPOTHO3 IIPH CBOEBPEMEHHO
MPOBEJICHHON TepaIuu.

MeTtoauka

IIpencraBieHsl MaTepruaibl HICTOPUHU OoJie3HH manueHTku H., 1983 1.p., KoTopas obpaTuinach KIMHUAKY C
kajmo0aMu Ha 3MU304bI C1ab0CTH, TOJOBOKpYKeHUs, HecTaOmibHOCTH AJl: moeimenue no 150/100 mm
pT.cT., mormwkeHus AJl mo 80/50 MM pT.CT., yUareHHOE CepIecOneHUE TP MUHUMAIBHBIX (PU3NIECKUX
Harpy3kax. CeMelHBII aHaMHE3 IO CEPIEYHO COCYAMCTHIM 3a00JCBaHUSM OTATOIICH, y OTIa
pacuMperre OprOIIHOM a0pThL. Y JBOIOPOIHON CECTPHI OTIIA OTMEUAIOTCS BHEITHUE TIPU3HAKHA CUHIPOMA
Mapdana, HO AMATHO3 HE TOATBEPHKJICH.

U3 anammnesa 3abonesanus. Pocna M pasBuBanach 10 3-X JIET COOTBETCTBEHHO BO3pacTy. B cBs3u ¢
OBICTPBIM POCTOM B PaHHEM JICTCTBE HAOIOJAIACh YYACTKOBBIM IMEAMATPOM U opTonenoM. M3meneHus
CO CTOPOHBI OPTraHOB M CHCTEM Ha TOT MOMEHT HE BBISBIBUIACH. B Bo3pacTe 4 meT poct cran 117 cm. Ilpu
oOpalieHuu K opToriery ObUIO OOHAPYIKEHO TUIOCKOCTOIHE, KWIICBHTHASI TPY/Ib H CKOJIHO3.

Torxaa e 1o 3aKIII0OYEHUSIM I'eHETHKOB ObLIO YCTAHOBJICHO, YTO MYTAIlUs ITPOU30IILIA 110 JIMHUK oTia. 1o
nmaHHbM Dx0KI™ ObUT0 00HAPYKEHO pacIIupeHUe a0PThI, a0pTalbHAs HEJOCTATOYHOCTH || cTenenu u ObuT
BBICTABJICH JMarHo3 cuHApoM Mapdana. Ha ToT MOMEHT omepaTHBHOE JieYeHHE HEe TpeOOBAIOCH.
JBaxpl B roa npoxoauia odcienoBanre IxoKI, nekapcrBeHHbie npenapatsl He npuauMana. C 10 mer
YCTaHOBWJIH TPYIITY MHBAJIHHOCTH MO TIOBOYy CUHIIpoMa Mapdana.

B Bo3pacte 13 net B OonpHuIle r. TamMOoBa HaOMOIAIACH TEHETUKOM, PEHTTEHOJIOTOM U KapIUOJIOTOM.
Poct Ha ToT MOMeHT coctaisin 185 cm u pasmep Horu 43. B 1998 r. o JaHHBIM PEHTI€HOIOTHYECKOTO
WCCIIEeIOBaHMs OBUI MOCTABIEH IHArHO3 S-00pa3HBIN CKONHMO3 TPYAHOTO WM MOsicHUYHOro otaesoB 1
CTCTICHM, KWICBUAHAS naedopMaliuss IepeaHeil IOBEPXHOCTH TPYOHOH KIETKH, € yMEPEHHBIM
HapyIICHHEM CTATHKO-THHAMHYCCKUX (DYHKITHA.

Ox0KI" 2003 r.: pacimperue aopTel 4,3 ¢M,COKPaTUMOCTh MHOKapaa yaosiaeTBoputeiabHas (OB, % 61),
HaOmonatoTcss npusHaku JyerouyHod runeprensun (CIHJIA 30 mm pr.cr.). Hdommiepokapauorpadmus:
BBISIBJICHBI TIPU3HAKU HEJOCTaTOYHOCTH MUTpaibHOro (Ict.), Aopramsroro (I ct.), Tpukycnunansaoro (I
ct.), teroynoro kianana (I-11 cr.). JIunaraums aopTel.

B nepuon ¢ 2004 r. Haxoaures Ha «JI» yuere 3 noaukiuHuky . CMoneHcka. Hapsiny co cTaHmapTHeIMU
uccnenopanussmMu B 2008 r Obuta mpoBeaeHa peHTreHorpaguus crombl. I10 ee maHHBIM: BbICOTa JEBOM
cronel 5 MM (<172°), Beicota mpaBoii crombl 13 MM (<164°), uro coorserctByer |ll cremens
mrockocromnus. Poct Ha ToT MOMeHT coctasisit 185 cm, Bec 90 k.
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B TedeHnu Bcero mpoMeKyTKa BPEMEHH KaueCTBO YKH3HH MAlMeHTKH He crpagano. B 2006 roay Beiiuia
3aMy’K, HACTymuia OepeMEHHOCTh. PaciimpeHue aopThl Ha TOT MOMEHT coctaBisuio 4,5 cM. Bpauwm
PEKOMEHIOBAITH MPephIBaHUE OCPEMEHHOCTH, HO MAIMEHTKA Hamucana oTka3. bepeMeHHOCTh mpoTeKasa
0e3 ocobenHoctel, HO Ha 33-34 Hexmene oTMmedanochk mnosbimeHue AJl mo 160/90 MM prt. cT. U OBLIO
NPUHSIO PElIeHUEe O POoJIopa3pellicHUH IyTeM KecapeBa cedeHus. Ponamnmack neBouka. B mecsuHom
Bo3pacte pedénka oociemoBam renetukn COKB Cmonencka, cuaapoM MapdaHna He yHACIeIOBaH.

[TanuenTka muaHupoBaia BTOpylo OepemeHHocTh. B 2008 r. mocine mposeaenuss DxoKI nunaranums
aopThl 46 MM, GepeMEHHOCTh HE peKoMeHaoBaiach. OIHAKO B CIEAYIONIEM TOAY HACTyMWIa BTOpas
6epemenHocTh. [Ipu koHTposie Dx0KI' B JMHAMHKE BBISBICHO YBEIMUCHUE PACHIMPCHHUS BOCXOISIIETO
oTjena aopThl 10 48 MM, B CBSI3M € YeM OBIJIO MPUHSATO PEIICHUE O MPEePhIBAHUK OSPEMEHHOCTH.

Hanee Opia obcnemoBana u mo gaHHBIM KT B cocynmcToM pexume BBISBICHO aHEBPHU3MATHYECKOE
pacmmpeHre MTPOKCUMAIBHBIX OTAEIOB BOCXOJAIMIEH aopThl (OO S CM) M HHUCXOZSIIEH aopThl B
MPOKCUMATILHOM oTJielie 43 MM, aopTajibHast HEJJOCTATOYHOCTH | CT., KaMepsbI cep/ilia He YBEITHUYCHBL.

B cBsi3u ¢ yxymmenuem coctosHus (noBeimieHue AJl, ronoBHeie 6onu, cepanebuenue) B 2010 1. mms
oOcCJIeTOBaHMS W ONPEJICIICHUS] TAKTUKW JICUeHUs ObLia HampabiicHa B «DeaepanbHbI HEHTP cepala,
KpOBH H 3HAOKpUHONIOTHA UM. B.A. AnmmazoBa Pocmenrexnonoruit»y r. Cankr-IlerepOypr ¢ aumarHo3om:
cuHapoM Mapdana, aneBpru3Ma BOCXOSIIETO OTJENA a0PThl, a0pTalbHAs HEJIOCTATOYHOCTh | cremneHwy,
TUTIEpTOHNYECKas 0oJe3nb | ctenenu, puck 4.

OKT': cunycoBas opagukapaus ¢ YCC 58 B mun. [ToBopoT cepata BOKpyr npoaoiasHoi ocu JIXK Brepen.
Xonreposckoe monutopupoBanue OKI: UCC or 39 nmo 126. B oTnmenbHbIE MOMEHTHI HaONIOACHUS
OTMEUaJIaCh BBIpaXCHHAs OpaauKapaus, CUHYCOBBIH PHUTM, HADKEIYJOUYKOBasS U IKEIyIO0YKOBas
aKTUBHOCTH B TMpenaeiax HOPMBL. ApPHUTMUM: OJUHOYHBIC JKEITYJOYKOBBIC IKCTPACUCTONBI, Bcero 1.
OmuHOYHEIE TIPEICEPAHBIE IKCTPAcHCTONBI, Beero 11. JloctoBepHbie nmemudeckue m3meHeHus DK He
oOHapyxeHbl. [lo DOxoKI' maHHBIM: JuaMeTp aopThl Ha YpPOBHE CHHYCOB 48 MM, aopTaiibHas
HeocTaToYHOCTh | 1. Kameps cepjinia He yBeIHYeHbl, TIOKa3aTelld TeMOJIMHAMHUKH B HOpPME.

Ilo JAaHHBIM TIPOBCACHHBIX I/ICCJ'ICI[OB&HI/Iﬁ OINCPATUBHOC JICUCHUC HC IIOKAa3aHO. bruio PCKOMCHA0OBAHO
Ha6J'IIO)1€HI/Ie KapauoJora U SHAOKPUHOJIOra MO MCCTY JKHUTCJILCTBA. B teuenun MmocCJICAYOIUX 4 jer
COCTOSAHHE INAIIMCHTKU OCTaBaJ10Ch CTaOWUILHBEIM. BEINONHSANA Ha3HAUCHUS Y4aCTKOBOI'O TCparieBTa,
KapauoJiora.

B 2014 r. manuMeHTKa HEOIHOKPATHO MPEAbSBIAIA JKaJ00bl Ha TOJOBOKPY)KECHHE, TOJIOBHBIE O0O0JIH,
cepaueouenue, TUA, oaplmky npu (U3NUECKOW Harpy3ke, MpU MOAbEME Ha 3 JTax, MPHU XOAbOE IO
poBHoii noBepxHocTH 6os1ee 200 metpoB. [To nanubM DXO-KI" ot 2014 1. — 5X0-nipU3HaKK (EeHECTpaun
UHTUMBI, B ipocBeTe AyTH U nepemeiika OMHK (Hos6ps 2014 1.) ¢ MpaBOCTOPOHHUM I'€MHUIAPE30M, C
MOJHBIM BOCCTAHOBJIEHUEM — HEYTOYHEHHON STHOJIOTHH.

B cBa3u ¢ wem Owputa HampaBimena B HMUIL CCX mmenm A.H. bakymesa. Ilpu mocTyreHuu OBLIO
MPOBEACHO AMarHocTHdeckoe wmccnenoBanne — MCKT-aopTorpadus, mo pesyiapTaTaM KOTOPOHM Oblia
BBIsIBIIEHA Juccekius aopTsl (Tun B mo Cterdopay) ¢ pacmpocTpaHeHHeM Ha HadalbHBIE OT/ENbI JIEBON
MOJKIIFOYMYHON apTepuu W PACHIMPEHUEM HHUCXOMINEro OT[eNNa TpYJAHON aopThl, aHEeBpU3Ma
BOCXOJSIIIEro otaena aopthl, HemoctatouHocth AK 3 cr. [locie moAaroToBku K pPeKOMEHIOBAHHOMY
OMEpPaTUBHOMY BMEIIATENILCTBY, Obuta TpoBeaeHa omepanus Bentall-de Bono, mnportesuposanue
BOCXOJIAIIEH aopThI CHHTETHUECKUM Tpore3oM m3 Carbo-Sealc mexanmueckum kimamanom Carbomedics
Ne25 ¢ mamoxenmem coycthss 1o Karbol, B ycmoBusax WK, rumorepmum m DXKII.  Ilocue
BOCCTaHOBJICHUS TIEpeHecia OIEepaldi0 — IDIACTHKY CTombl. [locie BBIMUCKM TAlMEHTKEe OBLIO
PEKOMEHIOBaHO JTuHamuueckoe HaOmroneHue. [locne omeparwBHOTO JieueHUs B TeueHue 8 ner Oe3
OTPUIATEILHON JUHAMUKHY.

B cBsi3u ¢ mporpeccupoBaHUEM CEpACYHO-COCYIUCTON MATOJNIOTUH ObLTa KOHCYJHTHPOBAHA IO CIyXkO0e
TEJEMEIUIMHBI U OBUIO PEKOMEHIOBAHO rocruTanu3anus u goodcienoBanue B « HMUIL CCX um.
Bakynesa» B 2022 r. DOxoKI: AHeBpH3Ma HHCXOIAIICH aopThl C MNPHU3HAKAMH PACCIIOCHHI.
Henocratounocts MuTpasibHOTO KianaHa 1,5 ¢t. HegoctaTo4HOCTh TPHKYCIHIAIBLHOTO KianaHa Jio 2 CT.
[Ipusznaku HavanbHOM JerouHod runepteH3uu. IlomocTu cepana AWIATUPOBAHBL. Y MEpEHHAs
cummetpuyHas runeptpodust muokapaa JIK. [1o pesynbraTtam noo0ciieioBaHUs OBLIO IPUHSATO PEIICHUE
O BBIMOJHECHUU OTKPBITOTO XHPYPTrUYECKOTO JedeHusd. bplia mpoBeleHa pe3eKUusi aHEBPU3MBI TyTU
AOpTHI C MPOTE3UPOBAHUEM AYTH M MPOKCHUMAJIHHOTO OTHE]a HUCXOJIIIEH IPYyAHOW aopThl THOPHUIHBIM
9KCIDIAHTAHTOM B YCIOBUSX TunoTepmudeckoro MK, dhapmMokoxomomoBoil KapAWOIIIErHd U OCTaHOBKH
KkpoBooOpamerus B ycinoBusx MK. PamHuit mocieomnepariioOHHBIN MTEPHUO OCIOKHUJICS TPOSIBICHHEM
FeMOpPParuyecKoro IoKa, MoCTreMOpparuueckod aHeMuer, ocTpasi AbIXaTelbHas HEAOCTATOYHOCTH Ha
(hoHE CUHIPOMA OCTPOTO MOPAKCHUS JICTKUX, OCTPOH MMOYCYHON HEJOCTATOYHOCTH, TOCTTHIIOKCUYECKON
sHIedaonaTuel, pa3TMYHbBIMA HapYIICHUSIMHA pUTMa cepana. [locie miaHoBO# aKTUBAIIMH I10 JIBIXaHUIO
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Obuta skcryOupoBaHa. Ha done napacraromeii OJIH Obuta peuHTyOupoBana. [lamee — TeueHue
3a00JIeBaHUs C TIOJOXKUTEIHLHON JTUHAMUKOW. bblla BBIMCAaHA, ¢ PEKOMEHAAIUSAMU IO/ HAOIIOACHUEM
KapJMoJora 1Mo MECTy JKHTENbCTBA. Bce pexkoMeHJanuy TMalUeHTKa BBIMONHSUTA. B HacTosiee BpeMs
CaMOYYBCTBHE yJIOBJIICTBOPUTEIILHOE.

Koncturymmonasle 0COOCHHOCTH — CTPOCHHE Tella HENMPaBWIBHOE, YMEPEHHO ITOBBIIICHO Pa3BUTHE
noakoxHoH Kierdyatku. Poct 183 cm, Bec 104 kr, UMT=31,05 kr/mM?. Okpacka KOXHBIX IIOKPOBOB
0OBbIUHAas, SI3BIK YUCTHIN, TMM(ATUIECKUE y3JIbl JOCTYIIHBIC MaJbIallMi HE YBEIMUYCHBI. ['pyaHas KieTKa
mucruactuaeckas. YJIJ1 16 B MuH., qpIxaHHWe KECTKOE, MPOBOJUTCSA BO BcexX oraenax. AJl Ha mpaBoi
pyke 118/76 mm pr. cr. UCC 78 yn/mMuH., OIyMOB HajJ cepAleM HeT. PeryispHo mnpoBomutcs
KOMIUIEKCHOE OO0CIJIeZIOBaHUE: OOIMK aHaW3 KpoBH, oOmui anamu3 wmouu, OKI', XonrepoBckoe
MOHUTOPHUPOBAHUE, pEHTreHojornueckoe wuccienosanne, OxoKI[, VY3JC HmWKHUX KOHESYHOCTEH,
oparmonedanbHpix  cocynoB, MCKT-AT-aopTel, OMOXMMHYECKHI aHaIM3 KPOBH, HCCIICIOBaHUE
remocraza, AI'K.

HabmromaeTcst y y4acTKOBOTO TepareBTa, Kapauoiora, cocyaucroro xupypra. [Ipuanmaer Bapdapun 5
mr, Komkop 5 wmr, Bamcapran 80 wmr, Unmanamua 5 wmr. JlaHHBIE JOTOJHUTEIBHBIX METOIOB
oOcinenoBanus Ha Hactosammid MoMmeHT: DKI: putm cunycoBwiii, YCC — 92 B munyty. Ilonoxenue
3JIEKTPUIECKOM OCH cepAra: HopMabHOe. biokama mpasoit HokkH myduka ['mca (brmanl). ITpun 9 XOKI
nccnenaoBannn jeBoe npeacepaue (JII1) anmmkansHo 41 MM, KoHewHBIH cucTonmdeckuii pasmep (KCO)
46,0 M1, koHeuHbIH muactonuueckuil pasmep (KJP) 110,0 mu, yaapusiii oosem (YO) 64,0 mi, dhpakius
BeIOpoca (PB) 58,2%. MurtpanbHbelii kiamaH: peryprutauust 1 cremneHn. AOpTalbHBIA KalaH: MpoTe3
(Carbomedics Ne25) rpanuent napnenus: nukoBbiid 10,0 MM.pT.cT, peryprutanms | crenenu (mpotesHast).
[IpaBoe mpencepaue: 37 mm. IlpaBeiii xemynouek: pacyetHoe nasieHue 30 MM. PT.CT. 0COOEHHOCTH:
KJIP — 34. TpuxkycnunanbHbIi KiIanaH: peryprutanus 1 crenexu.

3axmouenue: DOyHKIUS 3amupaTeNbHOTO dIIEMEHTa OCYIIECTBISIETCS B JOCTATOYHOM OOBEMe.
Henocrarounocts MK TK 1,5 cr. Ilonoctn cepaua He pacmmpeHsl. CokpaTHUTenbHast CIIOCOOHOCTH
Muokapaa JOK ynoBiaeTBopuTenbHad.

O6cyxaeHne KNMHUYECKOoro crnyyvas

bnaronapst coBepiieHCTBOBAHHIO METOJIOB BBISIBICHUS U JICYCHHUs1 OOJBHBIX ¢ cuHApoMoM MapdaHna, Mbl
MOJKEM 3HAYHUTEBHO YIIYUIINTh KAYECTBO JKU3HU MAIUCHTOB, CHU3UTh PHCK CKOPOIIOCTHXKHOM cMepTH. B
CTaThe MPEICTABJICH KIMHUYCCKUM ciaydai mamuentku H., 1983 r. p. ¢ ceMeiiHoi (opmoli cHHIpOMa
Mapdana (y oTma pacmmpeHue OpIONIHON aopThl, Y JBOIOPOIAHON CECTPHI OTIA OTMEUYAIOTCS BHEITHHE
nmpu3Haku cuHIpoMa Mapdana). JluarHo3 BHepBbIe BBICTaBICH B Bo3pacte 13 yer u moaTBepkaéH
pe3ysibTaTaMHu  JIOTIOJIHUTENILHBIX HCCICAOBAaHUN. Y TAllMeHTKU BBISIBICHBI MOPAXCHUS: CEPJCUHO-
COCYJIUCTOM CHUCTEMBI (pacIIUpEeHUE aopThl, aopTalbHas HEJIOCTATOYHOCTh, NPHU3HAKH JIETOYHON
THIIEPTEH3UH, HEIOCTATOYHOCTh KJIAllaHOB Cepilla, IMapoKCU3MallbHas OpajuKapiaus), OIOpPHO-
JIBUTATEIHHOrO ammapaTta (IUIOCKOCTOIHEe, KHWJIEBHIHAS TPyAb, CKONMMO03), HEpBHON cuctembl (THA,
XpOHHMYECKas 1epeOpoBacKyIsipHAs HEJOCTATOYHOCTh). B CBsI3u ¢ mporpeccupoBaHueM 3a00JIeBaHUS U
yxyameHueMm kadecta xu3Hu (TUA, mporpeccupoBaHue CepeYHO-COCYAUCTOM MMaTOJOTHH) TIEpeHECIIa
onepanuu: Bentall-de Bono, nporesupoBanue Bocxomsiieil aOpThl CHHTETHYECKUM TipoTe3oM u3 Carbo-
Seal ¢ mexannyecknm kmamanom Carbomedics Ne25 ¢ nanokenmem coycths mo Karbol; wepes 6 mec. —
TUTACTHKA MTPABO CTOIIBL; Yepe3 8 MecsIeB — pe3eKIUs aHEBPU3MbI IYTH A0PThI C IPOTE3UPOBAHUEM JTyTH
W MPOKCUMAIILHOTO OTJeNla HUCXOJSIIEH TpyTHONH aopThl TMOPUIAHBIM JKCIIaHTaHTOM. CBOEBpPEeMEHHO
MPOBEJEHHBIE  XUPYPTUYECKHE  BMEIIATENhCTBA  CHOCOOCTBOBAIM  TOJOXKHUTEIBHOW  JIMHAMUKE
3a0oneBaHus. bnaromaps MOCTOSHHOMY HAOQIIOJICHHUIO, JICYCHHUIO, CTAJ0 BO3MOXHBIM COXPaHEHUE U
MPOJIOHTHPOBAHUE OCPEMEHHOCTH, M POXKICHHE 3I0pPOBOTO peOCHKA. YUHTHIBAS BHYIIUTEIHHYIO POJIb
HACJICCTBCHHBIX (DAKTOPOB AaHHOrO 3abosieBanus, (okojgo 75% cnydaee CM HOCHT ceMEHHBIN
XapakTep) MaIrUeHTHl ¢ YCTAHOBICHHBIM TrUarHo3oM CM MOTYT UMETh 3J0pOBBIX JIETEH.

B Hacrosmee BpeMs HarMeHTKa HaXOAUTCS IO HAOIIOMACHHEM COCYIMCTOrO XHpypra, Kapauoyora Io
MECTY XKHUTEIbCTBA, COCTOSHIE YAOBICTBOPUTEIHHOE, BEIET aKTUBHBIN 00pa3 KU3HU, B HACTOSIIEE BPEMs
pabotaet. 3aMy>keM, BOCIIUTHIBACT J0Yb.

3aknroyeHue

BBumy TSKETBIX OCIIOKHEHWH JaHHOTO 3a0oyieBaHUs (PUCK pas3phiBa aopThl, T€MOPPArunv4ecKoro
WHCYJIBTA, pa3pbiBa COCYIUCTBIX aHEBPU3M, CyOapaxXHOMTAIBHBIX KPOBOTCUCHHI) OOIBHBIC TPEOYIOT
KOMILJIEKCHOTO ¥ MYJIbTHAMCHMIUIMHAPHOTO MOAXOAA, JOJDKHBI HAXOIUTHCS MOJ MOCTOSHHBIM
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HAOJIOJICHNEM JIeHallero Bpada, CJeloBaTh PEKOMEHAANWSM KOHCEPBATHBHOTO W XUPYPTHYECKOTO
JICYEHUS TI0 TIOKA3aHHSIM.
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