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BeegeHne. CuHgpom Llepewesckoro-TepHepa (clU-T) npepctaBnsieT coboOW reHeTUYeCKyd NaTosoruio,
00yCrnoBNeHHyYI0 NOSTHOW UMK YacTUYHOW MOHOCOMMEN nNo X-xpomocome. [1na gaHHoro 3aboneBaHnst xapakTepeH
nonMmMopnam BpOXXAEHHbIX NOPOKOB pa3BUTUA, C MPEUMYLLLECTBEHHBLIM BOBMEYEHNEM SHOOKPUHHOW U cepaeyHo-
cocyaucton cuctem. lNauymentol ¢ (clU-T) aemoHCTpupyioT Gonee BbICOKMe Mokasatenun 3aboneBaeMocTn u
CMEpPTHOCTM B CpaBHEeHUM ¢ oOwen nonyndumend, YTO OMKTyeT HeoOXOAMMOCTb  KOMMEKCHOro
MEXONCLUNNNHAPHOro NOAXo4a K UX BEAEHWUIO.

KpaTkoe onucaHume. B ctaTbe npeacraBneH KMMHUYECKUIA CryYyal NauueHTKN C reHeTUYECKU MoATBEPXKOEHHbIM
(cLlU-T) (kapuoTun 45,X), y KOTOPON NPWKU3HEHHO ANArHOCTUPOBAHO OCINOXHEHME — paccnoeHue aopTol (Tun 1l no
Hebenkun), 4To cTano BO3MOXHbIM Gnarogaps KomnnekcHoMmy obcnegoBaHuio. B paboTe geTtanbHO onmcaHbl
XapakTepHble heHoTUNUYeckne nposiBNEHUs, OCOOEHHOCTU KITMHWYECKOW KapTUHbI U TeyeHusi 3aborneBaHus,
aHanun3 akTopoB pUCKa, MPUMEHEHHbIE METOAbI NabopaToOpHOW U MHCTPYMEHTANbHOM ONArHOCTUKM U MOAXOAbI K
neyebHON TakKTUKe.

Ouckyccusa. KnioyeBon 3agavert BedeHMS MAUMEHTOB C BPOXAEHHbIMU FEeHeTUYecKuMu 3aboneBaHnAMMU
COeIHUTENbHOW TKaHU ABNSeTCA NoAAepKaHMe BbICOKOIO YPOBHS KITMHUYECKOM HAaCTOPOXEHHOCTU Cpeamn Bpademn
BCEX cneumanbHocTen. Kpntnyeckn BakHbIM NPeAcTaBNSETCs HE TOMIbKO OCO3HaHME cneunduyeckux PUCKOB,
accouMMpoBaHHbIX C TFEHETUYECKMM CUHOPOMOM, HO W TwaTenbHas oOueHKa MoTeHUManbHbIX TPUrrepHbIX
¢hakTopoB, CMOCOBHbLIX CNpPOBOLMPOBATL OCTpoe cocyauctoe cobbitne. OnepaTvBHOE MNpeanofioXeHne wu
BepudUKaLNS XKUBHEYTPOXKaIOLLMX COCTOSIHUIA, K YUCIYy KOTOPbIX OTHOCUTCS paccrioeHue aopTbl, onpeaenstoT
BbIOOP HEOTMNOXHOW Ne4yebHON TaKTUKN 1 MOTYT NPeAoTBPaTUTL NeTanbHbIA UCXoa,.

KntoueBble cnoBa: cuHapom LUlepelwiesckoro-TepHepa, paccnoeHne aopTtbl, ¢)akTopbl pUCKa, KOMMIEKCHas
OWarHocTuKa, KNMHNUYECKNiA crydan.
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Aortic dissection in a patient with Turner syndrome. A case report

Butenko D. S.ﬁAIekberov R. 1.}, Spasennikov V. V., Kleshchevnikova T. M.J, Talybova A. Yu §,
Talybov R. S.

Introduction. Turner syndrome is a genetic disorder caused by complete or partial monosomy of the X
chromosome. This disease is characterized by polymorphism of congenital malformations, with predominant
involvement of the endocrine and cardiovascular systems. Patients with Turner syndrome demonstrate higher
morbidity and mortality rates compared to the general population, which requires comprehensive interdisciplinary
approach to their management.

Brief description. The article presents a case of a patient with verified Turner syndrome (45,X karyotype), who
was diagnosed with intravital aortic dissection (DeBakey type 1), which became possible due to a comprehensive
examination. The work describes in detail the characteristic phenotypic manifestations, clinical performance and
course, analysis of risk factors, applied diagnostic and treatment methods.

Discussion. The key task of managing patients with hereditary connective tissue disorders is to maintain a high
level of clinical alertness among physicians of all specialties. It is critically important not only to recognize the
specific risks associated with the genetic syndrome, but also to carefully assess potential trigger factors that can
provoke vascular events. Expedited clinical suspicion and verification of life-threatening emergencies, including
aortic dissection, require the selection of emergent therapeutic interventions and could reduce mortality.
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KniouyeBble MOMEHTbI

e CuHapom Llepeluesckoro-TepHepa — reHeTUYeckU OeTepMUHMPOBAHHAA NaTororvsl, XapakTepusylLascs
NONUMOP(U3MOM BPOXOEHHLIX aHOManuii pasBUTUS C MPEUMYLLECTBEHHbIM BOBMEYEHUEM SHOOKPUHHON U
cepAeyvyHo-CocyaucTon CUCTEM, 4YTO OBYCrNoBMMBaeT HEeOoBGXOOUMOCTb KOMMIEKCHOro MEXAMUCUUMIMHAPHOro
BeAeHNs nauneHToB.

o [lpeacTtaBrneH KNUHMYECKMI cryydanm 32-fieTHEN MaumMeHTKU C reHeTUYecku BepuduuUpoBaHHbIM CUHOPOMOM
LepeleBckoro-TepHepa 1 pa3BuBLLMMCA paccrnoeHveM aopThl Tun Il no DeBakey, noaTBepXXAEHHbIN AaHHBIMU
WHCTPYMEHTarbHbIX 1 NabopaTopHbIX UCccneaoBaHUn.

° I'Iop,,u,epmaHme BbICOKOIro ypoOBHA KIMHWUYECKOMN HaCTOpPOXEeHHOCTU cpen Bpaqe|7| BCEX crneuunanbHOCTEN B
OTHOLWIEeHUn cnequ)w-lecm/lx puUCKOB OJ1A KOHKPETHbIX N’eHeTU4EeCKNX CMHOPOMOB U MOTEHUMAIIbHbIX TPUITEPHbIX
q)aKTopOB OCTpbIX COCyAUCTbIX COObITUN SABMSIETCS  KITOYEBLIM 3NIEMEHTOM  Ans paHHero BblidABJ1€HUA
Xun3HeyrpoxarLwmx COCTOSIHUMA, onepatnBHOro Bbl60pa SKCTpeHHOVI TaKTUKN N MUHUMU3aUnn neTaribHbIX NCXOO0B.

Key messages

» Turner syndrome is a genetic disorder characterized by polymorphism of congenital abnormalities with
predominant involvement of the endocrine and cardiovascular systems, which necessitates comprehensive
interdisciplinary management of patients.

* A case of a 32-year-old patient with verified Turner syndrome and DeBakey type Ill aortic dissection, confirmed
by paraclinical investigations, is presented.



» Sustaining high clinical vigilance among physicians across all specialties regarding syndrome-specific risks and
potential triggers of acute vascular events is critical for early detection of life-threatening conditions, prompt initiation
of emergency interventions, and reduction of mortality.

BBenoeHue

Cungpom LWepewesckoro-TepHepa (clU-T) — pacnpocTpaHeHHoe XPOMOCOMHOE
3aboneBaHue, 06yCnoBneHHoe MOSHOM WM YACTUYHOW MOHOCOMMEN X-XpOMOCOMbI [1].
Knaccuyeckuin peHotnn (kapuotun 45,X) xapakrepusyeTcss HU3KUM POCTOM, AUCKYHKUMEN
roHag 1 BpOXAeHHbIMU CepAeYHO-COCYANCTLIMU NOPOKaMu, BKNoYas koapktauuio aoptbl (KoA)
n aByctBopyaTtbid aopTanbHbii knanaH (OAK) [2]. OgHuMM M3 BaXXHEWLLMX acnekToB
ABNAETCH 3HAYMTENbHOE COKpaLLeHne 0XXngaemMomn NnpoaoSPKUTENbHOCTU XU3HW Y NaLMEHTOK (B
cpegHem Ha 12.5 net), o6ycnoBneHHOE MNPeuMyLLECTBEHHO CepAeYHO-COCYyaNCTbIMU
ocnoxHeHnsmn [3]. JaHHble MexayHapoAHbIX PerncTtpoB CBUAETENbCTBYOT O 3-KpaTHOM
noBbilweHnn obwen cmeptHocTn npyu clU-T, npuyem cepaeyHo-cocyancTtole 3aboneBaHus
ABNATCA BeayLen npnymHon cmeptn (4o 50% cnyyaes) [4].

PaccnoeHne aoptbl (PA)npenctaeBnseTr coboOM KpUTUYECKOE, >KU3HeyrpoxatroLiee
COCTOSIHME C BbICOKOM paHHewn netanbHOCTbo (40 21% B nepBble 24 4aca) U CrOXHOCTAMU
AanarHocTukm (85% nepBoHavanbHbIX OWMOOK M3-3a HecneunguyHoctTn 60NeBOro cMHapoma)
[4]. clU-T aBnsaeTcs Hanbonee YacTon yCTaHOBIEHHOM NpUYnHON PA y MONoabIX XXeHLWNH. Puck
PA npwu cll-T 3Ha4nTenbHO NOBbIWEH BO BCEX BO3PACTHbLIX rpynnax, 4oCcTUrasd Makcumyma B
MONo4OM BO3pacTe 1 Bo BpeMsi 6epemeHHOCTU. B otnuumne ot obuen nonynauum, rae PA vawe
BCTPEYaeTCad Yy MYXYMH cTapwe 65 net, y naumeHtok c cl-T aTto ocnoxHeHue
pasBuBaeTcst Heobbl4HO paHo (YacTto fo 40 neT). Nomnmo cneundnyecKoro NopaxxeHns aopThbl
(yAnuHeHue ayru, aHeBpM3Mbl, KOApKTaLMs, paccroeHne, pa3pbiB, KnanaHHble aHomanum), npu
cll-T HabnogaeTca cuctemMHasa BacKynonaTtusi C BO3MOXHbIM BOBfeYEeHNeM MarncTpanbHbIX
apTepuvi ronosbl U Nnepudepuyeckmx cocyaos [5].

OcHoBHbiMK hakTopamu pucka PA npu clU-T asnawotca KoA, OAK, apTtepuanbHas
runepteH3ns (AlN) n pacwuvpeHne Bocxogsdwen aopTbl. [Ana cTpatudukaumm pucka
ncnonb3yeTcsl MHOEKC pa3mepa aopTbl (aortic size index, ASI), paccunTbiBaeMbIn C NONpPaBKOn
Ha nnowaab noBepxHocTU Tena [6]. MexayHapogHble pekoMeHdauuu pernameHTupyroT
paccMmatpmBatb NPOMMNAaKTUYECKYID XUPYPrudeckyto Koppekuuto npu ASI 22.5 cm/m?
BOCXOAsLero otaerna aopTbl y nauneHTok crtapwe 15 net [6]. OgHako AaHHbLIM nopor umeet
CYLWECTBEHHbIE OrpaHMYeHus: OH OCHOBaH Ha cnabown fokasaTenbHouW Gase (OTCYTCTBYIOT
NMPOCMNEeKTUBHbIE MccrneaoBaHus, creumdudHble ans clU-T), 3adwukcuposaHbl cnydan PA 'y
naumeHTok ¢ ASI| HMXe 3TOro 3HayeHus, a cama npodunakTnyeckass onepauusi conpskeHa
C puckoMm netanbHocTn o 5% [7,8]. 3TO co3daeT Cepbe3Hy0 KIMHUYECKYIO AUNeMMy npu
BblbOpe TaKkTUKM BefeHus: HeobxoammocTb GanaHca mexgy puckom dartanbHoro PA npu
BbKnaaTenbHOMW TakTUKe U PUCKOM HeonpaBOaHHOro XMpPypruieckoro BMeLllaTenscTea. Takum
obpasowm, cll-T accoummpoBaH C yHUKaNbHO BbICOKMM PUCKOM PaHHErO U XXU3HEYrpoXatoLero
PA, aBnatowerocsa BegyLien npuYMHOM COKpaLLeHUa NPOAOIPKUTENBHOCTU XU3HU NauUeHTOoK

[9].

MoHoreHHble 3aboneBaHus coeaMHUTENbHOW TKaHW, Bknodas clU-T, npencraBnstoT
cobon NpoTUBOMNOKa3aHWe K TpaHCKaTETEPHON U30SIALMM PaCcCOeHNa aopTbl BBUAY BbICOKOrO
pUCKa pacLUMpeHusi NOXKHOro NpoceeTa U HECOCTOATENBHOCTU (buKcauumn cTeHT-rpadpra. Tem
He MeHee, B KPUTUYECKNX HEOTNOXHbIX CUTYyaunax JaHHasi MeTogMka MOXeT paccMaTpmBaTbCs
B KayecTBe KOMMNPOMMCCHOro pelueHms. CornacHo KOHCEHCYCHbIM pekoMeHaaumsam ObuiecTsa
cocyaucton xmpyprum (Society for Vascular Surgery) n O6wectBa TopakanbHbIX XUMPYpPros
(Society of Thoracic Surgeons), HaumoHanbHbIM KIIMHUYECKMM PEKOMEHOAUUSAM N AaHHbIM
COBpPEMEHHbIX 0630pOB NMTEpPaTYpPhbl, SHAOBACKYNAPHOE BMELIATENLCTBO AONYCTUMO MNLLL NpU
abCoONOTHON HEBO3MOXHOCTU BbINOSMIHEHUST OTKPbLITON Onepauun, HanMyuun BblpaXXEHHOM
nwemmm BucLepanbHbIX OpraHoB UM HECTAOWNBHOW reMOgMHaMUKN NPU YCNOBUN OTCYTCTBUS



anbTepHaTUBHbIX TepaneBTuyecknx peweHun [10,11]. lNpencraBneHbl eguHUYHbLIE CryYan
ycnewHoro nedyeHns PA MeTogoM TpaHcKaTeTepHOW M3onauum obrnacTu paccroeHust CTEeHT-
rpadpTom, OOHAKO KONMMYECTBO OMyBNMKOBaHHbLIX KIMHMYECKMX HabnwogeHun ocTtaeTcs
OrpaHMYeHHbIM Ha TEKYLLMN MOMEHT 1 TpebyeT aanbHenwero nayyvyexms [12,13].

OtcytcTBME MOATBEPXKOEHHbIX W HaAEXHbIX KpuTepuesB ONA MNPUHATUS peLleHus o
NpodUNakTM4eckon onepauumn Ha aopTe (B YaCTHOCTWU, HEO4HO3HA4YHOCTb nopora ASI = 2.5
CcM/M?) nogvepKnBaeT akTyarnbHOCTb JanbHENLLUX NCCNneaoBaHUA A1 oNnTUMmM3auum ctpaTternm
HabnaeHus, cTtpaTuukauum pmucka n npounakTMYECcKoro fIeYeHns aTon ya3BuMoKn rpynnbl
nauneHToB. Hamn npeacrtasneH knuHndeckun cnyyan PA tnn 3 no knaccudpukaumm DeBakey y
MOJI00M XeHLWNHbI 32-X neT ¢ clU-T, AeMOHCTpMpYOLWUIA NPaKTUYECKY 3HaYMMOCTb AaHHOM
npobnemsi.
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KnuHunyecknu cnyyvamn

MaumeHTtka M., 32 net, noctynuna B npuemHoe otaeneHne NBY3 TO «OKB Ne2» ¢ xxanobamu
Ha OONeBOW CMHAPOM B TPYyOHOM KNeTKe, MPeMMYyLLECTBEHHO B MeEXonaToyHon obnacTw.
[aHHble ueHTpanbHOM ANEKTPOHHON MeULNHCKON KapTbl CBUAETENbCTBYOT O HEOAHOKPATHBLIX
obpalleHnax naumeHTKM B  MOMMUKIIMHMKY N0 MECTYy XKUTeNbCTBa Ha NPOTSHKEHUN
npeaLwecTByoLLEro Mecdua no nosoay 6onen B NOsSICHWLE, CVHE U FPYOHON KreTke. YunTbiBas
BbIPAXXEHHbIM  MCUXO3MOLMOHAanNbHbIN  (OOH  NaUMEHTKM W  BONMHOODOpasHoe TeyeHue
CMMMNTOMaTUKM (CaMONPON3BONIbHOE BO3HMKHOBEHME U NCHE3HOBEHNE BONEBOro CMHAPOMA), Ha
ambynaTtopHoM  3Tane  COCTOsiHME  ObII0  MHTEPNPEeTMPOBaHO  Kak  MposiBrieHue
BEreToCcoCyancTon AucTtoHun. MaumeHtke 6bino pekomeHagoBaHO ambynaTopHoe rnedeHve. B
CBS13M C NEPCUCTEHLMEN CUMMNTOMOB OHa CaMOCTOATENbHO obpaTunack B NpMemMHoe otaeneHme
cTauMoHapa 3KCTPEeHHOro npoguns.

Beuay nokanunsaumm 60neBoro cMHapoma naumeHT NPOKOHCYNbTMPOBaH BpavyoOM-KapAMOoorom.
Mpn ocmoTpe obpalyana Ha cebst BHUMaHME HETUMMYHAA MOPAOSOrns NaUNEeHTKN: HU3KUIA pOCT
(145 cm), macca tena 70 kr (MUMT 33 kr/m?), luMpoKas rpygHasi Knetka u KpbinoBuaHas Lues.
dusumkanbHoe obcrneaoBaHne 3HaYMMbIX OTKIIOHEHU He BbISIBUNO. ApTepuanbHoe AaBneHue
(AL) Ha momeHT ocmoTpa coctasnano 160/80 mm pT.cT. MexnonatoyHas 6onb He ycunusanacbh
npy nanbnaumMm napaeepTebparnbHbiX MbilWL, M OCTUCTbIX OTPOCTKOB MO3BOHOYHWUKA, 4TO
CHWXXano BEPOSATHOCTb ee CBA3W C AereHepaTMBHbIMU U3MEHEHNSIMM NO3BOHOYHOTO CTOM6Aa.

MauneHTKke BbINONMHEHA JnekTpokapauorpadmua u  3abop kpoBu OnNd  nabopaTopHbIX
nccnegoBaHnn, BKIKOYaBLUMX: OBWMIA aHann3 KpoBW, Bumoxmmuydeckun aHanuna kposu (C-
peakTMBHbIN GenoK, kpeaTUHOCHOKMHA3a, MKo3a, MOYEBMHA, anbbyMuH, XJ0p, HaTpuUM,
Kanum, KpeaTuHuH, 6unmpyouH npamon, 6unupybuH obwwun, ACT, AJIT), TPONOHWUH |,
koarynorpammy (AYTB, MHO, [TB, ¢wubpuHoreH). B nepuog oxuaaHus pesynbTaToB
OoTMeYanocb YycureHne 6oneBoro cuHapoma. BeblpaxeHHOCTb 6onen B codeTaHum C
HexapakTepHOW BHELUHOCTbIO Bbi3Banu nopo3peHne Ha cl-T u, ¢ yyeTOM KnMHUYeckoun
KapTUHbI, HA BO3MOXHbIN (pakT pacCcrnoeHusi aopThbl.

MNpn noBTOpHOM cOOpe aHaMHe3a nauveHTka noATBepauna Hanuuve y cebsi gaHHoro
reHeTnyeckoro 3abonesaHusi. MoBbILLEHNE apTepuanbHOro AaBneHns 0TMeYanoch B TeYeHne
nocrnegHero Mecsilia, Y4To NauMeHTka cBsidbliBana ¢ AMarHOCTUPOBaHHLIM paHee MaHUMECTHbIM



runotupeosom (yposeHb TTI gocturan 10,7 MME/n) v npnemom L-TupokcumHa B gose 125
MKr/CyT. bBbINno NpuWHATO peweHne O  AOMNOSIHUTENBbHOM  Has3HavyeHun onpeaeneHus
KoHueHTpaumm D-gumepa. [lo pesynbtatam o6cneaoBaHuMi  BbISBMEHO  MOBbIWEHME
dubpuHoreHa (4,44 r/n) n D-gumepa (4,001 mr/n). OctanbHble nabopaTopHble nokasaTenu n
TPOMOHWH | Haxoaunuck B Npeaenax pedepeHCHbIX 3Ha4YEeHUN.

Ha anektpokapguorpadum: CUHYCOBbIN PUTM C YaCTOTOW CepAeYHbIX cokpawleHun 73 ya./MuH,
HernonHaa 6nokaga npaBon HOXkM nyvka [wuca. [MlauneHTka 6bina HanpaeneHa Ha
KoMnbloTEPHY0 Tomorpaduio (KT) opraHoB rpygHOM MONOCTM C KOHTpacTtupoBaHuem. KT-
aHruorpacdusa BusyanuampoBana gedekT KOHTPacTUPOBaHNA aopTbl OT YPOBHSA OYrK OO YPOBHSA
Th12 nosBoHka. VICTUHHBLIM NpocBeT aopTbl cocTaBnsan 1,0 CM C CyXeHMeM B gucTarbHbIX
oTaenax. Ha  OCHOBaHWMM  PEHTreHONorm4yeckoro  uccriefoBaHus  cPopMyrMpoBaHO
npegnonoxeHue o paccnoeHnn aoptobl TMna lll no knaccndgpukauum DeBakey.

Mo peweHnto BpavyebHOro KOHcunMyma And Bepudukaumm aumarHosa BbinonHeHbl KT-
naHaopTtorpadgus n axokapguorpadpus. daHHble KT- naHaopTorpadgpum noaresepannn Hanndme
paccrioeHns, NPOTAHYBLUEroCs OT YPOBHS, PacnoSIOXKEeHHOro AucTaribHee OTXOXAEHUSA NeBom
NOAKITIOYMYHOW apTepuu, U 4o MHppapeHanbHOro cermeHTa 6ptowHon aopTel. ConyTCcTBYylOLEN
HaxodKoW sBUNacb nNoakoBoobpasHasi Moyka C ovaroMm MHapkta B MapeHxXMme npaBowu
NOSIOBUHbLI NOYKK (puc. 1, 2).

PesynbTaTtbl 9xokapauorpadum noaTsepANIN paccnoeHne CTEHKU MeXay NCTUHHBIM U NIOXHbIM
npoceeTamu HMCXoasLLEen rpygHom aopThbl. MauneHTka Obina OCMOTpEHa
MynbTUANCUMNNMHAPHOW Bpuragon (B coctaBe Kapauorora, cepaeyHo-CoCyancToro Xmpypra,
aHecTe3unornora-peaHMmaTonora) B YCMOBUSIX peaHMMaumoHHoro 3ana. Ha  doHe
poobenenoBaHua ALl nosbiwanock Ao 160/90 mm pT.CT., CONPOBOXAAACH yCUeHMeM 60neBoro
cuHgpoma. [lpoBegeHa aKCTpeHHast Koppekums All:  BHYTPUBEHHO BBedEH pacTBOp
meTonposnona (1 mr/mn) B o6beme 2 mn, 4To npmeno K cHmxernnto ALl oo 110/80 mm pT.CcT. B
TeyeHne 5 MUHYT 1 KynupoBaHuo 6onu. NMNocne KoHCynbTauMmM NO NIMHUN LiEeHTpa MeOUUUHbI
KaTacTpod ¢ OeXYypPHbIM CEpAEYHO-COCYAMUCTbIM XMPYProM U KOMMEHCaUUM COCTOSIHUS BbIno
NPUHATO peLleHne O rnepeBode nauuMeHTKM B NpodurbHOe KapAnoxmpypruyeckoe otaerneHve
ONSA pelleHnsa Bonpoca O TpaHCKaTeTepHOW M30MAUMU paccrioeHna cTeHT-rpadptomMm. B xope
npegonepaumoHHON NOArOTOBKM Yy  MaUMEHTKM  pa3BUNUCL  KPUTUMYECKME  HapyLUeHUs
reMoanHaMuKN. lMpoBeaeHHble peaHUMaLNOHHbIE MepOnpUATUA oKasanucb
Hea(EKTMBHBbIMU, OblN 3aperncTpUpPoBaH fneTasnbHbIN NCXOA.

O6cyxpeHue

lMpeactaBneHHoe  KNUHUYECKoe HabnogeHve nogvYepkMBaeT  KPUTUYECKYHD  BaXXHOCTb
KOMMMEKCHOro AMarHOCTUYECKOro noaxoda npwu OLeHKe OCTpbiX 6oreBbIX CUHOPOMOB Y
nauyneHtok c¢ clU-T. Xota PA 4yacto accoummpoBaHO C MNOXWnbiM Bo3pactoMm, Al u
aTepocCKnepo3oM, BpOXOEHHAst HENOSIHOLEHHOCTb coeauHUTENbHOW TkaHm npu  clU-T
CYLLEeCTBEHHO CHWXaeT BO3pacT MaHudecTauum n oTarowaet TedeHne Backynonatum [14,15].
clW-T xapakTepusyeTca CNeKTpOM COMaTUYECKMX aHOMasumn, BKNYast CUCTEMHYIO OMUCNIasnio
COEeaVHUTENBHOW TKaHW, BPOXKAEHHbIE NOPOKN pa3BUTUA cepaedHo-cocyamncTomn cuctemol (JAK,
KoA) 1 NoBbILWEHHYO TPaBMaTUYHOCTb COCYANCTON CTEHKM.

K CTpyKTypHbIM MNOpoKamM aopTbl MOXET MpUBOAUTL aHOMarsbHblIA COCTaB BHEKIETOYHOro
mMaTpukca. [NoBblleHHas 3Kcnpeccus MaTpuKCHbIX MeTannonpotenHas (MMP) 1 noHmxeHHas
9KCMNpeccus TKaHEBbIX MHIMOMTOPOB MaTpUKCHbIX MeTannonpotenHas (TIMP1 un TIMP3),
BbliBNAeMble Yy nauueHTok ¢ cl-T, wmoryT npuBectM K pfgerpagaumv KOMMOHEHTOB
BHEKNETOYHOro MaTpuKCca CTEHKM aopTbl, YTO MPUBOOUT K €€ UCTOHYEHUIO N YBESIUYEHUIO
AnameTpa [16].

CornacHo nuTtepaTypHbIM AaHHbIM, PacnpOCTPAHEHHOCTb COCYAUCTbIX OCMOXHEHUA B AAHHOM
koropTe pgocturaet 30% [17]. PA npeactasnsieT cobom XnsHeyrpoxatoLee CoOCTosHME, TUNNYHO
nposienstoLleecs octporn 60nbl0 B rpyau, wee u/unu CrnvHe u Hepeako OCHOXHSHLeecs



NpoKCUMarbHbIM paspbiBOM, remMonepukapaomMm u TamnoHagon cepgua. Mpu cll-T PA o6bivHO
nmeeT paTarnbHbI UCX04, NPUYEM Y MOMOABIX XEHLWNH ¢ 6oneBbiIM CUHAPOMOM 3TOT AMarHo3
3a4acTylo He paccmaTpuBaeTcs.

Mpun cuHopome clU-T onpepeneH psg KNwYeBbIX  (akTopoB pucka passutma  PA.
INnaemMmnornornyeckne nccnefoBaHus CBUAETENbCTBYIOT O 3HAYNTESNTbHOM CHUXKEHUM BO3pacTa
MaHudgecTaummn PA y gaHHOM KaTeropum naunMeHToB: MeavaHa Bo3pacTta npu passutum PA nnn
paspbiBa aopTbl coctasnseT 30-35 neT, npn aToM 00 24% criydaeB perucTpupyroTcs y nuu
mMonoxe 20 net, ocobeHHO Ha dhoHe conyTcTBytowen aoptonatum unmn KoA [18,19,20]. BTopbim
3Ha4YMMbIM (PAKTOPOM SBNSETCA KapuoTun u peHoTun: Hambonblias 4vactoTa CepAaevHo-
COCYyAMUCTbIX aHOManui pasBuTUs, HabnwgaeTca y nauMeHTok ¢ kapuoTtunom 45X [21,22].
Tpetunn daktop — AlT, pacnpocTpaHeHHOCTb koTopon npu cll-T gocturaet npnbnmanTensHo
50% [23]. YeTtBepTbin paktop — OGepeMeHHOCTb, accouMmpoBaHHaAs C BbICOKMM PUCKOM
MaTEPUHCKNX OCIIOXHEHWIA, BKNIOYast aknamncuio; Ao 2% netanbHbIX UICXOA0B Y 6epeMeHHbIX C
clW-T obycnosneHbl meHHO PA nnn paspbiBoM aopThl [24, 25].

B npeacraBneHHom Hamu crniydae PA passBunocb Ha oHe anusogudeckon Al, 4TO
NnoaTBeEpPXAaeT MOBbLIWEHHYIO YA3BMMOCTb cocyamcton cTteHkun npu cl-T  paxe npwm
TPAH3UTOPHOM MOBbLILWEHUN apTepuanbHOro gaeneHud. KnuHuyeckass kapTuHa oTnmMyanacbh
aTUMUYHOCTBID:  OOMWHMPOBANM  Hecneunduyeckme CUMMNTOMbI, YTO  CUMYNMPOBAno
NPOSIBMEHNS HEWPOUMPKYNATOPHOM OUCTOHUMM WU MNCUXOreHHOro paccrtpomnctea. [logobHble
AnarHocTn4eckme TPyAHOCTU NPU3HAHbI 3HAYMMbIM PAKTOPOM OTCPOYEHHOW AnarHoctukm PA
[26]. Ocobbii nNaToreHeTUYECKUA WHTEpPEeC npeacrtaBnsAeT HasHauYeHne 3aMeCTUTENTbHON
Tepanuu L-TMPOKCMHOM He3agonro go maHugectauum PA. YuuTbiBas, yTo TUpeouaHbIe
ropMoOHbl 06nagarT MOMOXUTENbHBIM  XPOHO- M MHOTPOMHLIM 3 EKTOM, MOBbLIWAKT
YyBCTBUTENBbHOCTb PELENTOPOB K KaTtexonamumHam U MNOTEHUMPYKOT  CUMMNATUYECKYHO
aKTMBHOCTb, MOXHO NPeAnonoXnTb, YTO JaXe KpaTKOBPEMEHHAs KOPPEeKUUs rmnoTupeosa Ha
ooHe cocyaucToM Aucnnasum WM BPOXOEHHbIX aHoOManuu aopTbl MOrfa WHOyuMpoBaTb
rTMNepTEH3NBHYIO peakumto. locneaHssi, B CBOKWO o4vepenb, MOrfa BbICTYNUTb TPUITEPHbLIM
gaktopom PA  [27-30]. [lpegnonaraembii  MeXaHM3M  TUPOKCUMH-ONOCPENOBaHHON
reMoAnHaMM4YEeCKON Harpy3ku Ha Mopdonormiyeckn N3amMeHeHHoe cocyamuctoe pycno Tpebyet
AanbHenLWero n3yyYeHunsi, Ho MMeeT naToduanonornyeckoe o60CHOBaHME.

CouetaHHas natonorus B Buae clU-T, PA n nwemnyeckoro nHgapkta B npaBon NnorioBuUHe
noaKoBOOOpPa3HOM MOYKM B OAHHOM HaONIOAEHUN MOXET OTpaXaTb CUCTEMHbIA XapakTep
COCYOMUCTbIX HapyLleHUW, MpUCYLINUX [OaHHOM XPOMOCOMHOW aHomanuu. KnuHuyeckue wu
aHaTOMU4YecKue uccrneaoBaHUs NOATBEPXOAKT BbICOKYHD 4acTOTy aHoManuu BeTBEHUS
NoYeYHbIX apTEPUN, NX CTEHO30B U MHGAPKTOB NapeHxmmbl novek npu cll-T [16]. KntoueBbim
MeToaoMm Bepudmkauum guarHosa PA crtana KT-aHrmorpadusi, ocTtarowasica «3050TbIiM
cTaHgapToMy guarHoctukm [31, 32].

D-gumep (>0.5 mr/n) moxeT 6bITb UCMONbL30BaH B KayeCTBE MHAMKATOpa TuNa paccrioeHus
aopTbl U NpeanKTopa B oueHke nporHo3a. OgHako LWMPOKMIA CNEKTP COCTOSIHUK, Bbi3bIBaKOLLNX
ero noBbileHne (aMBonMsa neroYHon aptTepumn, KOPoHapHbIM TpoMb0o3 1 Ap.), obycnasnueaet
€ro HM3Kyto crneununyHocTb [33, 34].

3akn4veHne

lMpencrtaBneHHbIn KNUHUYeckun crnydyan PA y monogon nauweHTtku ¢ clU-T nogyvepkuBaet
CyabOOHOCHYO HeobXxoAuMMOCTb  noaaep)kaHuns BbICOKOM cTenexHu KITMHUYECKOMN
HaCTOPOXEHHOCTU Cpean Bpaden pasfiMyHbIX crneunanbHOCTEN MNpU BeAEHUM MauneHToB C
BPOXAEHHBIMW FEHETUYECKMMW NATONOrMSMU  COEAUHUTENBbHOW TKaHW. [daHHas cuTyauus
AEMOHCTPUPYET, YTO KITHOYEBbLIM aCrekTOM SBNSAETCH He TOSMbKO MOHMMaHue cneumgunyecknx
PUCKOB, aCCOLMMPOBAHHbLIX C TEHEeTMYEeCKMM CUHOPOMOM, HO W TwaTtenbHas oOueHKa
noTeHUManbHbIX TPUITEPHbIX aKTOPOB, CMOCOOHLIX MHMUMMPOBATb OCTPOE Ccocyauctoe



cobbiTne, K YUCIYy KOTOPbIX B ONMCaHHOM Clly4ae OTHOCUTCA Ha4allo 3aMeCTUTESNbHOM Tepanmn
TnpeongHbiMn ropMOHaMM.

CnoXxHocCTb n peaKkocTb NoaoOHbIX cnyyaes obycrnosnueailoT BaXXHOCTb
nepcoHann3nMpoBaHHOIo NoAxXo4a K ANarHOCTUKE U NeYeHnto, Tpebytolero MHTErpMpoBaHHOIoO
aHanmMsa reHeTU4YEeCcKoW npeapacnofioXXEHHOCTN, KIMMHUYECKOM CUMMNTOMAaTUKM W OaHHbIX
MEeTOA0B BM3yanu3auun. ATo HabnaeHne CRyXUT BaXHbIM HAaNnOMUHaAHNMEM O HEODXO4MMOCTH
yyeTa (PpOHOBOro COCTOSHUS NauueHTa U apryMeHTuMpyeT noTpebHocTb B paspaboTke Gonee
TOYHbIX KITMHMKO-OMArHOCTUYECKMX anropuTMOB NSl BbISBIEHUA BacKynonatui y nuy C
CUHOpPOMaMu CoeanHUTENbHOTKaHHOM aucnnasuun. CnegoBaTtensbHO, NpeacTaBeHHbIN criyvan
aKUEHTMPYEeT 3HAYMMOCTb PaHHEro BbISBMIEHUS U OAMHAMMYECKOrO0 MOHUTOPMHra naTtonornm
aopTbl y nauweHTok ¢ cll-T, ocobeHHO npu HanMuun 3NU30OUYECKOW apTepuanbHOn
rMNepTeH3nu, atunm4yHoro 601eBoro CMHAPOMAa N XapakTepPHbIX PEHOTUNNYECKMUX MPU3HAKOB.

KoMnnekcHbIn MyrnbTUOMCUUNITMHAPHBIA NOAXOA, BKMOYaBLUMW CBOEBPEMEHHOE NpoBedeHue
KOMMbIOTEPHO-TOMOIrpacmnyeckon aHrmorpadum aoptbl U MHTEPNPETaLMIO COOTBETCTBYIOLLNX
nabopaTopHbIX NoKasaTtenemn, obecneynst KOPPEKTHYH ANArHOCTUKY M HanpasfeHne NaumeHTKn
B nNpodunbHoe Kapauoxumpypruyeckoe otaeneHve. OgHako OTCpoYeHHast AMarHoCTUKa,
cBsi3aHHasi ¢ 0cobGeHHOCTAMM )eHOTMNAa NauMEHTKW, npegonpenenunna HebnaronpuATHbLIN
netanbHbIn ucxod. Ha OCHOBaHUM BLILEU3NIOXEHHONO Mbl PEKOMEHOYEM BHeApeHue
perynapHoro CKpUHUHra guameTpa aopTbl C UCNONb30BaHNEM METOA0B fy4eBOW ANArHOCTUKM
(npegnoyvtutensHo MP-aHrnorpadum, npm ee HegocTynHocTu — KT-aHrnmorpadun), OCTUXKEHME
CTPOroro KOHTPONs apTepuanbHOro AaBrneHust U NoBblLEeHUE OCBEAOMIEHHOCTU KITMHULMCTOB
O pUCKE OCTPbIX COCYAUCTbIX COOLITUM Yy OAHHOM KaTeropuu naumeHToB AN OnNTUMM3aumm
CBOEBPEMEHHOMW ANArHOCTUKU U MPOMUNAKTUKM XUIHEYrPOXatoLMX OCIOXHEHUMN.

3asBneHne o nofy4yeHUM UHPOPMUPOBAHHOrO cornacusa y nauueHTa. [lony4yeHue
NHOPMUMPOBAHHOIO COrfnacust 'y MauMeHTKU OKa3anocb HEBO3MOXHbIM BBUAOY TSXKECTU ee
COCTOSIHUSI U KpPaTKOBPEMEHHOCTM npebbiBaHMst B cTauuoHape. [lepcoHanbHble [OaHHble
nMaumMeHTKM B TEKCTe CTaTbM He packpbiBalTcs,, Bcs WHdopmauus npeacrasneHa
B 006e3nnyeHHOM Buae.

OTHOWeHNA U [eATeNnbHOCTb: BCE aBTOPbl 3asiBNSAT 00 OTCYTCTBUM MOTEHUMArbHOro
KOH(pNMKTa MHTEepecoB, TpebyHoLLero packpbiTUs B JaHHOW CTaTbe.
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Puc. 1 — KT-naHaopTorpacma naumeHTkM c  paccnoeHvem aoptel  Tun Il (De  Bakey).
A — caruttanbHas nnockocTb, b — dpoHTanbHas NnockocTb, B — akcnanbHasi inockocTe. [NpokcMmansHas rpaHmua
paccnoeHms pacnosnoXxeHa HeNoOCpPeaCTBEHHO MOCHE OTXOXAEHUS NIEBON NOAKIIOYUYHON apTepun OT Ayrn aopTsl,
aucTanbHas rpaHula — Ha YpoBHe MHpapeHanbHOro otaena GploLWHOro otaena aopTbl (ronybble NyHKTUPHLIE
nunHWUK). JTIOXKHBIN NpOCBEeT (>kenTas 3Be3da) umeeT OoMbLIMA pa3mep, YeM UCTUHHBIA NPOCBeT (KpacHasi 3Be3da),
Hanbonbwnin guameTp aopTbl Ha YPOBHE HuUcxoaswenm 4vactm — 4,3 cMm. YeTko BU3yanuaupyeTcsi TOSbKO
OVCTanbHbIN pa3pbiB UHTUMbI B 0611acTn AMCTanbHON rpaHuLbl.

Puc. 2 — KT-naHaoptorpacmss nauueHta ¢ paccrioeHnem aoptel  Tvn Il (De  Bakey)
A — bpoHTanbHasi NOCKOCTb (Ha YPOBHE OTXOXOEHUS NoYveudHbiX apTepuii), b — dopoHTanbHas NNockocTb (Ha
ypoBHe noyek). lNpaBas novyevHas apTepus (KenTas cTpernka) oTXo4auT U3 JIOXKHOIo MPOCBETA, B OTNINYMU OT f1eBOW
noyevyHon apTtepumn (KpacHas cTperka). MmetoTcsa pasnuuus obwen nepdys3vmn MapeHXMMbl MOYeK 3a CYET



CHWKEHUSI KOHTPaCcTUMPOBaHUS NPaBoii MOYKKU C (POPMUPOBAHUEM UHDAPKTOB (CUHWE CTPENKM), @ TakKe CNusiHWe
HUXKHUX MOMIOCOB MoYek (NoakoBoobpasHas noyka).



