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IICHUXOJIOI'OB, JIOFOHC,Z[OB-I[C(pCKTOJIOFOB. HpI/I 9TOM 0c000€ BHUMAHHE HaIIpaBJICHO Ha
M3MEHEHHUE TTOBEJICHUS BHYTPU COIMAILHON TPYIIIIBI, B KOTOPOH pacTeT peOCHOK — B
HCKOTOPBIX CJIydadX AO0CTATOYHO YACIIATH OoJIplllee BHHUMAaHUE (I)OpMI/IpOBaHI/IIO
KOM(i)OpTHOI?I (HG TOJIBKO B PpPCUCBOM UM  A3BIKOBOM OTHOIICHHH, HO H
[ICUXOOMOIIMOHAJIBHOM aCHeKTG) COHHaHLHOﬁ CpCIbI.
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AHHoTanus. B cTtaThe npeacTaBieH KIMHUYECKUN CiTydaid nmanueHTky 16 et ¢
QHEeBpU3MOM KOpHS aopThl M  AOpPTAJbHOW HEAOCTAaTOYHOCThIO Ha  (oHEe
HaCHeIICTBeHHOﬁ JAUCITIIa3NN COG,Z[HHHTGJIBHOI;'I TKaHu C ayTOCOMHO-AOMHWHAHTHBIM
TUIIOM HacieaoBanus, MapdanouaHblil GpeHoTur.

Annotation. The article presents a clinical case of a 16-year-old patient with
aortic root aneurysm and aortic insufficiency on the background of hereditary
connective tissue dysplasia with an autosomal dominant type of inheritance, Marfanoid
phenotype.

KiroueBble cJioBa. aopTaJibHasa HEOAOCTAaTO4YHOCTD, AUCIIIIa3us
COEIMHUTENbHOM TKaHU, CHHApOM MapdaHa.

Key words: aortic aneurysm, aortic insufficiency, connective tissue dysplasia,
Marfan syndrome.

BBenenue

Cunnpom Mapdana — 00e3Hb COCTMHUTETBLHON TKaHU, HACJIEIYIOMIAsCs IO
ayTOCOMHO-JTOMUHAHTHOMY THUITy. B ocHOBe 3a00s1€BaHus JICKUT HAPYIIICHUE CUHTE3a
¢bubpwITMHA, 5TO IPUBOAUT K HAPYIIEHHOMY CTPOCHHUIO O-TIenu KoJiareHa | tuma u
AIACTHHA, BXOJSIIMX B CTPYKTYpY KJamaHOB CEpJilla, MUOKApJa, CTEHOK COCY/OB,
opraHa 3peHUs M OIOPHO-IBUTATEIBLHOTO ammaparta. 3abojeBaHue OO0YyCIIOBIECHO
myTarusmu reda FBN1 (nmokamusanus rena — 15015—021.3), BcTpevaercs ¢ 4acToToi
1-2 cayyas Ha 10000 HOBOpOXKACHHBIX [3]. 3a00seBaHKEe SBISCTCS HACIEACTBCHHBIM
B 75-80% ciy4yaeB, 0JHAKO MOYKET Pa3BUBATHCS BCIICJACTBHUC CIIOHTAHHBIX MYTAIlHMA
[5]. Kiununueckue  mpusHaku ~ cuHApoma  MapdaHa:  BBICOKOPOCIOCTS,
apaxXHOMAKTHIIMS, CKEJIETHBIC AeopMaliy, HApyIICHUS OPTAaHOB 3pEHUS, TTATOJIOTHS
cep/Ia u KPyImHBIX COCYIOB.

[Tatonorust aopTtel mpu cuHapome Mapdana BcTpewaercs ot 65 mo 100%
ciydaeB. Hambonee dacto auimatupyercss KOpEHb aopThl, MPHYEM 3HAYUTEITHHOE
pacmmpeHue HacTymaer mnocie 13 jer. VYBenudeHwe auaMmeTpa KOPHS aopThl
MIPOUCXOIUT PABHOMEPHO U CUMMETPHUYHO, 00JIee BRIPAKEHO Y MaTbuuKoB [(unaramus
A0pThl MOXKET MPOUCXOJUTh HAa YPOBHE CHHYCOB BanbcanbBbl WM B BOCXOMSIICH
YacTH, COCTaBJIsAsA COOTBETCTBeHHO 56,9 m 63,6% [2]. M3onupoBaHHas muiaTarius
KOpHS aopThl MPOTEKaeT OECCHMNTOMHO, WHOTJIa MOTYT OTMEYaThCsi 0o 3a
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IpyAuHON mpu (U3MYECKON Harpyske, CBsI3aHHbIE C PedIeKCOM MepepacTIHyTOU
aopTajbHOM CTeHKU. AHEBpU3Ma CHHyca BasbcalbBbl O NMPOpPHIBA HE BBI3BHIBACT
FEMOJAMHAMUYECKUX HAPYUICHUHW W SBISIETCS  CIYYalHOW  HAXOJKOW IIpH
sXoKapauorpadguueckoM uccienoBaHud. MHorga MoryT oTrMeuaThes KapAualiru,
HapylLIEHUsI pUTMA, a TpPU BBIOYXaHUU AHEBPU3MbI B BBIXOJHOM OT/AEN MPaBOTO
KEITyJJ0uKa - CUMITOMATHKA €ro oOCTpyKuuu. IIpopblB aHEBPU3MBI IPOBOLUPYIOT
¢busnueckas Harpyska, OaKTepHAIbHBIN YHIOKAPAWUT, apTepUAbHAS TUMEPTECH3HSL.
BresanHo pa3BuBaloTCs OABIIIKA, TAXUKapAUs, 007 B o0nactu cepaua. [lossnstorces
«MAIIUHHBIN» CUCTOJIOUACTOIMYECKUN IIIyM HaJl 00JacThIO CEep/lia, CUCTOINYECKOE
Jpo’KaHWe, THACTOJIMYCCKAs THITOTCH3U [4].

[TpoaomKUTETFHOCTD KU3HU y TAKUX MallMEHTOB 0€3 OMEepaTUBHOIO JICUCHUS B
cpenuem 30-40 net. [Ipu cBOEBpeMEHHOM XUPYPTrUYECKOM BMEIIATEIHCTBE KAYECTBO
KHM3HH U €€ MPOODKUTEILHOCTh 3HAUNUTEIILHO YBEINYUBAIOTCS [4].

Heab wucciaenoBaHusi — JSMOHCTpalds KIMHUYECKOro ciydas 16-meTHei
MAlMEHTKH C aHEBPU3MOW aopThl, HAa (POHE PA3PEIICHHOTO KJIAMAHOCOXPAHSIOIINM
POTE3MPOBAHUEM KOPHS aopThl 1o MeToauke David.

MarepuaJibl 1 METObI UCCJIEIOBAHMS

[TpoBeneH peTpOCHEKTUBHO-NPOCIEKTUBHBIA —aHAIU3 MCTOpUU  OOJIE3HU
MAIMEHTKHU C aHEBPU3MOI a0PTHI M HEIOCTATOYHOCTHIO a0PTAIBHOTO KJlamana Ha oHe
CUHJIpOMa Mapddana, HaO o 1aroIIecs B I'opoackom JIETCKOM
kapauopesmatosornyeckoM nentpe (I'AKPL)) JAI'KB Nell r. ExarepunOypra u
MPOOTIEPUPOBAHHON B JETCKOM KapAUOXUpyprudeckoMm otaeineHnn OOIacTHOM
kimuHrYecKoi 00apHUIBI Nel (JIKXO COKB Nel).

Pe3yabTaThl HccIeI0BAHUA U UX 00CYKAeHUEe

[TarimenTka XK., 16 et nabmrogaercs B I'/JIKI] JITKB Nel1 ¢ okts16ps 2020 roma
¢ nuarHo3oMm: CoelMHUTENbHOTKAHHAS MUCIUIA3usl cepjia (auiaTtanus KopHS Ao,
dbopMHupoBaHNE aHEBPU3MBI CHHYCOB BanbcanbBbl) Ha ¢onHe cunapoma Mapdana.
AopranbHast HepoctatoyHocTh 1-2 cr. CBJl mo BaroTroHm4yeckomy THILY,
nepMaHeHTHoe TeueHue. [IpecunkomanbHble cocTosiHusA. CHHKONE B aHaMHese.
Henoctarounocts kpoBooOpamenus (HK) | mo Crpaxkecko-Bacunenko-Jlanry, 1l
¢dbynkumronansHbIN K1ace (PK) mo NYHA.

[Ipu cbope xanob, neBoyka oTMeyana OEClOKOAIIME B TEUEHHE MOIYyroja
MEePUOIMYECKHUE AaBsiuIue 0o B 00JIaCTU TPYIMHBI B TOKOE, NpH (HU3UUECKOU
Harpyske (xoanb0e), 10 5 MUHYT, KyNMHPYIOUIMECS CaMOCTOSATENbHO, MOCIE OTAbIXA.
Taxke mpenbsBisiaa KajmoObl Ha TOJOBHBIE OONMM B 3aTBUIOYHOM 005acTH,
MIPECUHKOMAJIbHBIE COCTOSHUS (IOTEMHEHHE B TJIa3ax, TOJIOBOKPYXKEHHs, Cab0CTh),
TUIOXYIO MIEPEHOCUMOCTD TYIIHBIX TTOMEIIEHHH.

AnamHe3 3a0osieBaHus: nepeexana u3 KaszaxcraHa, Te C pOXIEHUS
HaOo1anach y KapAHoJiora C JUarHo30M: CHUHAPOM JTUCIUIa3HMH COETUHUTENIbHOM
TkaHu, Mapdanougueiii ¢enorun. [ucnnazus KopHsS aopThl.  AopTanbHas
peryprutanus 0-1 cremenn. [Ipu rerHetrmueckoMm 00CieTOBaHUN WACHTU(GUIIUPOBAH
cuHapoM Mapdana (reHerndeckuit puck 50%), ayTOCOMHO-IOMHUHAHTHBIA THIT
HACJIETOBaHMUSI.
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N3 cemeliHOTO aHamMHe3a HW3BECTHO, YTO OTEL, HMMEKIIMI TaKoe Ke
reHeTudeckoe 3aboseBaHue, yMep B Bo3pacte 37 JIET OT PacCIOCHHS aHEBPU3MBI
AOpTBHL.

W3 anaMHe3a >XW3HHM: COCTOMT Ha ydeTe y odTaapMoyiora € JIUarHo30M
nepudepudeckas BUTPEOpPETHHAIbHAS TUCTpOdUs, MUONUS OOOMX TJa3 BBICOKOM
CTEIECHH, CIIOKHBII MUONTMYECKUI ACTUTMATHU3M CJIEBA.

OObexTuBHBIN cTatyc: Poct 168 cm, Bec 62 xr. Koxka Qusnonorndeckoit
okpacku. Kndockonmornaeckoe HapylIeHHe OcaHKH, aHoMaius pa3sutus |l mansia
neBoit kuctu. Koxa v cmm3ucTbie 0007109k (PU3MOTOTHIECKON OKPACKH, CHIITA HET.
IMuneprunpos nagonei, cron oTcyTcTByeT. CTpUM PO30BOTO LIBETA HA IUIeYax, IPyIu.
[ToaKOKHO-KUPOBOU CIION Pa3BUT YJIOBIECTBOPUTEIHLHO. OTEKOB, MACTO3HOCTH HET.
[IluroBuaHas >xene3a He nanbnupyerca. OpradHbl JbIXaHus 0€3 OCOOEHHOCTEM.
OO6nacth cepjilila HE U3MEHEHA, TPaHUIlbl He paciivpeHbl. [Ipu ayckynabTanu TOHBI
3BYUYHbIE, pUTMUYHbBIC, CHIDKeHHE 3ByuyHOCTH 2 ToHa BO ll-1lI Mexpebepre cnpara,
Tak)k€ Ha OCHOBAaHWM BBICIYIIUBAETCA HErpyObId, Majoi HHTEHCUBHOCTH
CUCTOJIMYECKUM TyM, O€3 MPOBEJCHUS 3a MPEAeIibl 00JaCcTH Cepla.

B okts0pe 2020 rosa B yClIOBUSIX JHEBHOTO KapJUOJOTHMYECKOrO CTallMOHApa
JNI'KB Nell r. ExarepunOypra npoBeeHO KOMIUIEKCHOE 00CIeIOBaHHE CEp/IeYHO-
cocynuctoir cuctembl. OKI': putm cunycoBsiii ¢ YHCC 83-91 yn/mun. D0C He
oTkioHeHa. XonrepoBckoe MmouutopupoBanue DKI': cpemusis HCC nuem 83 (53-148),
HOublO 66 (55-87). Hupkamaeiii uuagekc 126% (N). Putm cunycoBslii, 32 snmu3ona
MUTpAllMd BOJUTENISI pUTMa B HOYHOE BpPEMS, 3apETUCTPUPOBAHO 3 OJMHOYHBIC
HAaDKETyT0YKOBBIE 3KCTPACHCTOIBI. 3HAaUMMBIX m3MeHeHuin ST-T, QT B TeucHue
CyTOK H€ BBISBIEHO. Harpy3oyHoe TECTUpOBAaHHE — BEJIOIProMeTpHs: Mpoda
OoTpuUIlaTeIbHAsA, HE 3aBEPIICHA, B CBA3U C MOSBICHUEM Kao0 (YCTaJIOCThb, OJbIIIKA,
TOJIOBOKPY’KEHHE, TOTEeMHEHHE B TJla3ax), OTKa3oM OT paboTel. Tum peaxnuu
reMOJIMHAMUKN HA HArpy3Ky HOPMOTOHMYECKUM. HapymieHnuit cepaeqyHoro purMa He
3apeructpupoBano. OOmmuii o6bem pabdotel 360 BT, HU3Kas TOJEPaHTHOCTH K
¢usnueckoil Harpyske. MuokapauanbHbiii pe3epB 1,1 Br/kr. Penrtrenorpadmus
OpraHoB TPYJIHOW KIIETKU: CKOJIMO3 TPYAHOrO OTHAEeJa MO03BOHOUYHMKA. [latonorun
Jerkux He BbIsABIEHO. Tenb cepaua He uameHeHa. KTU 48,5%. Ilpu npoBeaeHuun
Ox0oKI': KJIP 47 mm (N), KCP 30,5 mm (N), MXII 8,8 mm, 3CJIXK 8,8 mm, ®B-66%,
aopTa Ha ypoBHe kianana 43,7 mwm (yBenudeHa), Bocxossimas 29 mm (N), nyra 19 Mmm
(N). 3akmroueHue: 3HauyuTeNbHAs JAWJaTalUs KOpPHS aopThl (hopMHpOBaHUE
AHEBPU3MBI Ha YPOBHE CUHYCOB), IEKCTPAMO3UIIMUS a0PThI, A0pTAJIbHASI PErypruTalus
1-2 cr., TpuKycnuAaibHas U MyJbMOHaIbHas peryprutauus 1 ct. Jonmneporpadus
OpaxuonieanbHbIX COCYJOB: aHOMaJMs XOJa NPaBOW MO3BOHOYHON apTepuu B
cermeHTe V2, 0e3 HapylleHus pervoHapHoil remoamHamuku. [lpu Y3U opranos
OPIOITHOM ITOJIOCTH, IITUTOBUIHOM JKeJIe3bI MATOJIOTMHU He BhIsBICHO. Y3 mouek: Dxo-
MIPU3HAKYU POTAIUU MpaBoii mouku. 13 maboparopusix uccienoBanuii: B OAK anemus
nerkoit crenenu (HB 107 r/m, sputporutst 4,74x10%*12/1), OMOXUMUYECKUN aHAIIN3
kpoBu 0e3 oTkinoHeHui, JIJAI" 342 (N), KOK MB2 43,6 (N), OAM - HopMma.
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[Io pe3ynapTaTaM MpPOBEAECHHOTO OOCIENIOBAaHUS, C YYETOM OCHOBHOTO
3a00seBaHusl, Ha3HAUYCHA Tepanus B-aapeHo0I0KaTopoM — OUCOMPOIIOIT 2,5 MT B CYTKH
B OJIUH TIPUEM, IOCTOSHHO, 0€3 caMOCTOSITeNbHOM oOTMeHbl. llamuenTka Obuia
HaIpaBjieHa Ha KOHCYJIbTAIMIO K KapJUOXUPYPTy IJIS A000CIETOBAHUS U PEIICHUS
BOIIpOca 00 ONEepPaTUBHON KOPPEKIIUU JUIaTAllIN KOPHS A0PTHI.

B mapre 2021 rona B8 IKXO COKB Nel (1. ExarepunOypr) Obl10 IpoOBEIEHO
ONEpPAaTUBHOE BMEIIATEIBCTBO C HCIOJIB30BAHHEM allapaTa HCKYCCTBEHHOIO
kpoBooOpamenus (MK). B xoxe onepaiiuu Oblja BBITOJHEHA PEUMMILIAHTAIIAS KOPHS
aopThl B cocyaucThIi mpore3 o David. Kopens aopter npokiieen BioGlue, mommmur
anekTpona. Ha ¢done crabmmbHOi remommHamuku octaHoBieHo MK (202 mwun.),
yAaneHbl KaHIONHM, TePMETU3UPOBAHBI TOJOCTU CepAlla, BBEAEH NPOTaMHUH, Ha
CMHYCOBOM pHUTME omepanusi 3aBeplueHa. IlocimeonepannoHHbIl nepuog 0e3
ocobenHocteil. Ha BTOpble CyTKM TOCIE omnepaiuu NepeBeiieHa U3 peaHuMaluu B
oOmryro nanary. ['eMogMHaAMUYECKHE TTOKA3ATENN B Ipeiesiax HOPMBI.

[Toce BEIMUCKH U3 OTNIETICHUS, MAIIMEHTKE MOKa3aHo JlajbHelIIee Ha0 0 ieHue
JIETCKUM KapJIMOJIOTOM U KapIMOXUPYPTOM.

Knananocoxpansitoiiye onepanydyd Ha KOpHE a0PThl UMEIOT Psi/i TPEUMYIIECTB,
HEOJHOKPATHO TOJYEPKHYTHIX MHOTUMH HCCIIEOBATEISIMU: CHUKEHHBIM MPOIECHT
JIETabHBIX UCXO/0B U TIOCIICONEPAIIMOHHBIX OCTIOKHEHHH, BKIIIOUast TPOMOOIMOOTIUH
U KpPOBOTEUYEHUS, HO, 0€3yCIOBHO, TJIABHOE - CBOOOJA OT MOXXMU3HEHHOrO IMpHEMa
aHTUKOAryJissHToB. Omeparus J[PBuga cUMTAETCS «30J0THIM CTAHIAPTOM» JICUCHHUS
aHEBPU3M KOPHsS aOpThl C WHTAKTHBIM KJIAITAaHOM Yy B3pOCIBIX. BeIOOp Meroma
XUPYPTUUYECKON KOPPEKIIMU aHEBPU3M KOPHS aOpPTHI Y JETEH aKTyaleH B CIIOKEH, TaK
KaK OJIHOM W3 OCHOBHBIX NMPUYWH AWJIATAIIUA BOCXOJSIIETO OTACA a0OPTHI SBIISCTCS
muddepeHurpoBaHHas IUCIUIA3Ud COCIUHUTEIBLHOM TKaHW Ha (OHE CHUHApPOMA
Mapdana, ManudecTupyrolias ¢ panHero Bospacta [1].

BriBoabI:

1. YuuthiBas, 4TO MalMEHTHl C CHUHJIPOMOM MapdaHa UMEIOT XapaKTEePHBIM
(eHOTHUN, KOTOPBIN BKJIIOYAET: YEPEIHO-JIUIIEBbIC XapaKTePUCTUKHU, Iedopmaluio
TPYJAHOM KJIETKH, CKOJHMO3, BAJIbIYCHBIC Je(POpMaIlii CTOI, CTOUT BBIACISATH TaKUX
JeTel Ha TeANaTpUYeCKOM aMOyJIaTOPHOM dTare HaOMIOACHHUS W HalpaBisTh Ha
KOHCYJIbTAIMIO TeHETUKA /I CBOEBPEMEHHOM TMarHOCTUKH JaHHOTO 3a00JIeBaHUA.

2. AHEBpHU3MBI aOpPTHl U HEJOCTATOYHOCTH AOPTAIBHOTO KJlalmaHa y ATl ¢
cuHapoMoM MapdaHa KIMHUYECKH TPOSBISIOTCA B Oojee crapiieM Bo3pacTte U
JOJHKHBI IMarHOCTUPOBATHCA CBOEBPEMEHHO C IIEJTbI0 MPO(YUIAKTUKHA OCIOKHEHUH, 1
JIETANbHOTO UCXOAA.

3. IlammeHTtamM C TOATBEPXKICHHBIM JHATHO30M HEOOXOIUMO PETYJISPHOE
IUHAMUYECKOE HaOJIOJIEHHE KapJauoJIora W KapAUOXUpypra [Jisi OINpeiesIeHUs
TaKTHUKWA KOHCEPBATUBHOTO U ONIEPATHBHOTO JICUCHUSI.

Cnucok Jqureparypsbi:

1. bormanoB B.H. Cinywali KjI1anaHOCOXpaHSIONIETO MPOTE3UPOBAHUS
aHEBPU3MBI KOPHSI M BOCXO/ISIIIETO OT/IeJa a0PThI y 9-IeTHEro marreHTa ¢ CHHAPOMOM
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AnHoTamust B pabGore ObUIM NPUrOTOBJIEHBI B JaOOPATOPHBIX YCIOBHUSX
KpUCTAJUIOUJHBIE PacTBOPBI sl MH(Y3ui: pactBop Punrepa, Punrepa —Jlokka,
Punrep-nakratr u PuHrep-makrar ¢ MarHmem, HM3MEPEHbl MX OCHOBHBIE (DPU3UKO-
XUMUYECKUE CcBoOWcTBa. JlaHHBIE pPACTBOpPHI OTHOCATCS K cOaJaHCUPOBAHHBIM
MOJIUAJIEKTPOJIUTHBIM ~ pacTBOpaM. DU3MONOTMYHOCTh HH(PY3MOHHOTO PacTBOpa
3aBUCUT OT €ro M30TOHMYHOCTH IJIa3M€ KPOBH, XapaKTEPU3yeMOl OCMOJISIPHOCTHIO
(OCMOJSIBHOCTBIO);  M30MOHHOCTBIO ~ 3JIEKTPOJIMTHOIO  pacTBOpa,  HaJIUYHEM
MaeTaboIM3UPYyEMBIX aHHOHOB, HCIOJB3YEMBIX B KaueCTBE HOCHUTEJEH pe3epBHOU
HIeJI0YHOCTH. BbUT poBeieH NoApOOHBIN aHaN3 Ha COOTBETCTBUE MPUTOTOBIEHHBIX
COJIEBBIX PACTBOPOB JIJIs1 KOPPEKLIUH TapaMETPOB TOMEOCTA3a: MOAAEPKAHUE HOHHOTO
COCTaBa U KUCIOTHO-OCHOBHOI'O COCTOSIHHSI.
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