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PaccnoeHue aopTsl y nauueHTa ¢ cuigpomom Llepelwiesckoro-TepHepa. KnuHndecknii cnyyai

Byterko [I.C.", Anek6epos P.W.", Cnacennukos B.B.!, Knewesrukosa T.M.", TansiGosa A.10.2, Tanki6os P.C."3

Beepenue. Cunapom Lepewesckoro-TepHepa (clU-T) npeacrasnsiet coboii re-
HETUYECKYI0 MaTonornio, 06yCNOBNEHHYIO MOHOW WK YAaCTUYHOW MOHOCOMWEN
no X-xpomocome. [ins faHHoro 3a6onesaHnst xapakTepeH nosmMopduam BpoX-
[IEHHbIX MOPOKOB Pa3BUTUS, C NPEUMYLLECTBEHHbIM BOBNEYEHNEM IHAOKPUHHOM
1 CEPLEYHO-COCYAMCTON cuctem. MaumenTsl ¢ cLU-T gemoHcTpupytoT 6onee Bbl-
cokve nokasaTenu 3a601eBaeMOCTU 1 CMEPTHOCTW B CpaBHeHWW ¢ obLueii no-
nynsiuMen, 4To OUKTYET HEOOXOAMMOCTb KOMMIEKCHOTO MEXAUCLMMAVHAPHOTO
noaxofa K ux BeAEHWIO.

KpaTtkoe onucanmue. B ctatbe npeactaBneH KIMHWYECKUIA Clydai naumeHTKu
C reHeTn4eckn noareepxaerHsiM cLU-T (kapnotun 45, X), y KOTOPOI NPMXN3HEH-
HO AMarHOCTMPOBAHO OCNOXHEHWE — paccnoenne aopTol (Tvn Il no Oebeiiku),
4TO CTano BO3MOXHbIM Gnaropaps komniekcHomy obcnenoBaHuio. B pabote
[leTanbHO OnvcaHbl XxapakTepHble GeHOTUNMYECKne NPOsIBNEHNs, 0COOEHHOCTH
KNIMHWNYECKON KapTWHbI U TeueHus 3aboneBaHns, aHanu3 GakTopoB pucka, npu-
MEeHeHHble MeTozpl TabopaToPHONR U MHCTPYMEHTANIbHON AMArHOCTVKM U NOAXO-
Ibl K Ne4ebHOV TakTyKe.

Aunckyccus. Knoyesoi 3agayeit BeAeHNA NaLMEHTOB C BPOXAEHHbIMU reHeTu-
yeckmmn 3a60/1eBaHUSMN COEUHUTENBHON TKaHK SBASETCS NOAAEpPXaHNe BbICO-
KOrO YPOBHS KJIMHNYECKON HACTOPOXEHHOCTU CPeamn Bpaden BCex CneumanbHo-
cTen. Kputnyeckn BaXxHbIM NPEACTABNSETCA He TONbKO 0CO3HaHWe cneunduye-
CKWX PUCKOB, aCCOLMMPOBAHHBIX C FTEHETUYECKMM CUHAPOMOM, HO W TLaTeNbHas
oLeHka MOTEHUMaNbHbIX TPUITEPHbIX HakTOpOB, CMOCOBHBIX CMPOBOLMPOBATH
0CTpoe cocyauctoe cobbiTre. OnepaTtMBHOE NPeLNoNoXeHNe 1 Bepudukaums
XU3HEeYrpoXatoLwmx COCTOSIHUIA, K YNCNY KOTOPbIX OTHOCUTCS PacCnoeHne aop-
Thl, OMPEAENsIOT BbIGOP HEOTNOXHOWK NeyebHON TakTUKL U MOTYT NpeaoTBpa-
TUTb NETaNbHbIA NCXOL.

KnioueBble cnoBa: cuHapom LLepelueBckoro-TepHepa, paccnoexHue aopTsl, Gak-
TOpbI pUCKa, KOMMNEKCHAs AMArHOCTHKA, KIMHUYECKWIA CyYaii.
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Aortic dissection in a patient with Turner syndrome: a case report

Butenko D.S.", Alekberov R.1.!, Spasennikov V.V.", Kleshchevnikova T.M.", Talybova A.Yu.2, Talybov R.S."3

Introduction. Turner syndrome is a genetic disorder caused by complete or par-
tial monosomy of the X chromosome. This disease is characterized by polymor-
phism 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 syn-
drome (45, X karyotype), who was diagnosed with intravital aortic dissection (DeBakey
type lll), which became possible due to a comprehensive examination. The work de-
scribes 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 associ-
ated with the genetic syndrome, but also to carefully assess potential trigger fac-
tors 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.

Keywords: Turner syndrome, aortic dissection, risk factors, comprehensive dia-
gnostics, case report.
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* Cunnpowm IllepeieBckoro-TepHepa — reHeTuye-
CKU IETepPMUHUPOBAHHAsI ITaTOJIOTHSI, XapaKTePH -
3yIOIIAsICS MOIMMOPMU3MOM BPOXICHHBIX aHOMA-
JIVA pa3BUTHS C MPEUMYIIIECTBEHHBIM BOBJICUEHM -
€M DHIOKPUHHOM 1 CEPACYHO-COCYINCTOMN CUCTEM,
YTO OOYCJIOBJIMBAEeT HEOOXOAMMOCTh KOMILIEKC-
HOTO MEXIMCIUIIMHAPHOTO BEICHUS IMallMEHTOB.
IlpencraBieH KAMHUYECKUI ciydail 32-j1eTHei
MaIMEHTKN C TeHETHMYeCK! Bepu(UIIMPOBAHHBIM
cunnpomom IllepenieBckoro-TepHepa 1 pa3BUB-
muMcs pacciaoeHuem aopthl Tun 111 mo DeBakey,
MOATBEPXKICHHBIN JaHHBIMUA WHCTPYMEHTATbHBIX
1 J1abOpaTOPHBIX MCCIISIOBAHMIA.

[MonmepkaHue BEICOKOTO YPOBHSI KIMHUMYECKOM Ha-
CTOPOXXEHHOCTH CPEIM Bpadeil BCeX CIeIUaaIbHO-
CTeil B OTHOIICHUU CHEIU(PUISCKUX PUCKOB IS
KOHKPETHBIX TEHETUYECKMUX CUHAPOMOB U ITOTEH-
LIMAJTBHBIX TPUITEPHBIX (DAKTOPOB OCTPBIX COCY-
JIMUCTHIX COOBITUI SIBJISIETCSI KITIOUEBBIM 3JIEMEH-
TOM ISl PAHHETO BBISIBIIEHUS XXU3HEYTPOXAIOIINX
COCTOSIHUI, ONEPaTUBHOIO BBHIOOPA 3KCTPEHHOM
TaKTUKW ¥ MMHUMM3AIUU JIETATBHBIX MCXOI0B.

BeeneHue

Cunnppowm Ilepemenckoro-Teprepa (cILI-T) — pacmpo-
CTpaHEHHOE XpOMOCOMHOE 3a00JIeBaHIe, OOYCIOBIICHHOE
MOJIHOM WJIM YaCTUYHOI MOHOCOMMEN X-XpOMOCOMBI [1].
Kiraccuaeckuit peHotrmn (Kapuotuir 45, X) XxapakTepusyeT-
Cs1 HU3KUM POCTOM, TUC(HYHKINEH TOHA U BPOXKIEHHBIMU
CePIEYHO-COCYINCTHIMU ITOPOKAMU, BKITIOUAST KOAPKTAITUIO
aopTtsl (KoA) 1 aBycTBOpUaTHIit aopTambHBN Kianad (JJAK)
[2]. OmHUM 13 BaXKHEHIIINX aCIIEKTOB SIBJISICTCS 3HAUNTEITh-
HOE COKpallleHHEe OXMIaeMOM MPOIOIKUTETbHOCTH XKM13-
HM y HAIIMEeHTOK (B cpemHeM Ha 12,5 11eT), 00yCcIoBIeHHOE
MIPEUMYIIECTBEHHO CePICIYHO-COCYIUCTBIMU OCIOKHEHM-
amu [3]. JlaHHBIe MEXITYHAPOIHBIX PETUCTPOB CBUIETEThb-
CTBYIOT O 3-KpaTHOM ITOBBIIIICHIH OOIIe CMEPTHOCTH TP
clII-T, mpruuemM cepaeuHO-COCYAUCThIC 3a00IeBAHUS SIBJISI-
I0TC Bemylueil mpuunHoii cmeptu (1o 50% ciydaes) [4].

Paccroenue aopter (PA) mpencrasisier coboit KpuTH-
YeCKOe, KU3HEYTPOXKAIOIIEe COCTOSTHIE C BRICOKOM paHHEH
JIeTaIbHOCTBIO (110 21% B TiepBblie 24 4) U CIOXHOCTSIMU
JIUArHOCTUKU (85% mepBOHAYAIbHBIX OLIMOOK M3-3a He-
crrenuduIHOCTH 60sIeBOTO cMHIApoMa) [4]. clII-T saBistet-
cs1 HanOoJiee YacToM yCTaHOBJIEHHOI npuunHoil PA y Mo-
snonbix xkeHmH. Puck PA ipu cllI-T 3HaunTE/IHHO MOBHI-
IIIeH BO BCEX BO3PACTHBIX TPYIIAX, JOCTATAsT MAaKCMyMa
B MOJIOIOM BO3pacTe M BO BpeMsl O6epeMeHHOCTH. B oT-
Jm4ue oT obOueit monysiuuu, rae PA ugalie BcTpedaeTcst
y My>XK4MH cTapie 65 jer, y mamueHnTok ¢ cllI-T sto oc-
JIOXHEHME pa3BUBaeTCsI HEOOBIYHO paHO (dacTo mo 40 ser).

* Turner syndrome is a genetic disorder character-
ized by polymorphism of congenital abnormalities
with predominant involvement of the endocrine
and cardiovascular systems, which necessitates com-
prehensive interdisciplinary management of patients.
A case of a 32-year-old patient with verified Turner
syndrome and DeBakey type III aortic dissection,
confirmed by paraclinical investigations, is pre-
sented.

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 con-
ditions, prompt initiation of emergency interven-
tions, and reduction of mortality.

IMommmo criermprIecKoro MopaxkeH!sI a0pTHI (YITMHCHIE
IyTH, aHEBPU3MBI, KOApKTAIIWsI, PAacCIOCHIE, pa3phiB, Kila-
maHHble aHoMaun), pu cllI-T HabmomaeTcsa cucTeMHasT
BaCKyJIOTIATHSI ¢ BO3MOXHBIM BOBJICUCHHUEM MArMCTPaIhb-
HBIX apTepuii TOJIOBBI U MepudepudecKrux cocymon [5].
OcnoBHBIMU (DakTOpamu prcka PA ripu clII-T aBistioT-
cs1 KoA, JAK, aprepuanbHas rurniepteHsust (Al') u pacim-
peHue Bocxoaseit aopThl. st cTpaTudukanum pucka uc-
TIOIB3YeTCsT MHIEKC pa3Mepa aopThI (aortic size index, ASI),
pPacCYNTBHIBACMBIN € TTOTIPABKOIT Ha TUIOIIAIb TTOBEPXHOCTH
tena [6]. MexmyHaponHble peKOMEHIALINHI PEIIAMEHTUPYIOT
paccMaTpuBaTh IPOGUIAKTIIECKYIO XUPYPTUICSCKYIO KOP-
pexuuio pu ASI >2,5 cM/M? BOCXOISILETO OTAENA A0PThI
y TalMeHToK crapire 15 jer [6]. OgHako JaHHBIA TOPOr
HIMeEET CYIIeCTBCHHBIC OTPAaHNUCHUST. OH OCHOBAH Ha C1a00i
MOKA3aTeNIbHOI 0a3e (OTCYTCTBYIOT ITPOCTIEKTUBHEIC HCCIIe-
noBaHus, cnetduunbie 1is clll-T), 3adbukcrupoBaHbI CTy-
yan PA y manmenTok ¢ ASI HibKe 3TOro 3HaueHusI, a caMa
MPOGIIIAKTUIECKAST OTIePaIIs COIIPSDKEHA C PUCKOM JICTANTb-
HocTH 10 5% [7, 8]. DTO co3maeT cepbe3HyI0 KIMHUYIECKYIO
MAJIEMMY MPU BbIOOpE TAKTUKU BeNEeHUsI: HEOOXOIUMOCTh
OanaHca Mexay puckoM (pataabHoro PA mipu BeDKMaaTeIb-
HOM TaKTHKE W PUCKOM HEOITPaBIAHHOTO XMPYPTAIECKOTO
BMelarenbeTBa. Takum oOpa3oMm, cllI-T accoummpoBan
C YHUKAJIGHO BBICOKAM PHCKOM PaHHETO M KM3HEYTPOXKa-
fomrero PA, sBisromierocs BemayIieil IPUIMHON COKpallle-
HUST TIPONOJDKUATEIIEHOCTH JKM3HU MMAIIMeHTOK [9)].
MoHoreHHBIe 3a00JIeBaHUS COCOTMHUTEIBPHON TKaHU,
Bmovast cllI-T, mpencraBisiior coOoil TIPOTUBOIOKA3a-
HUME K TpaHCKaTeTepHOW u3osiuu PA BBUIY BBICOKOTO
pHCKa pacIIMPEHUs JIOXKHOTO TIPOCBETAa W HECOCTOSITETh-
HOCTH (pmKcamu CTeHT-rpadpTa. TeM He MeHee B KPUTH-
YeCKMX HEOTIOKHBIX CUTYAIIMSIX TaHHAST METOOUKA MOXCT
paccMaTprBaThCs B KAYeCTBE KOMIIPOMIUCCHOTO PEIICHMSI.
CommacHO KOHCEHCYCHBIM peKoMeHmarisiM OO0I1iecTBa cocy-
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muctoit xupypruu (Society for Vascular Surgery) u O61miectBa
TopakalbHBIX XUpyproB (Society of Thoracic Surgeons),
HammonanbHBIM KIMHWYECKUM pPEKOMEHIAIMSIM W JTaH-
HBIM COBPEMCHHBIX 0030pOB JIMTEpPaTyphl, SHIOBACKY-
JIIPHOE BMEIIATEIILCTBO MOIYCTUMO JIUIIL TIPU aOCOJIOT-
HOM HEBO3MOXHOCTH BBITIOTHGHUST OTKPHITOI OIepaIiu,
HaJIMINHM BBIPAXKCHHOM WIEMUM BHUCIEPATHHBIX OPraHOB
WM HECTAOMIHbHON TeMOOVMHAMUKHI TIPU YCIIOBUM OTCYT-
CTBUS aJIBTEpPHATUBHBIX TeparieBTYecKx pemenuii [ 10, 11].
[pencraBieHbl eTMHUYHBIC CITyYal YCIICIITHOTO JicueHUsT PA
METOIIOM TPaHCKATEeTePHOM M30JISIIINI O0JIACTH PACCIIOCHUS
CTEHT-Tpa(TOM, OMHAKO KOJTMIECTBO OITYOTMKOBAHHBIX KITH-
HUYECKIX HAOTIONCHUIA OCTAeTCS OrPaHIMYCHHBIM Ha TEKY-
I MOMEHT M TpeOyeT maibHeitero nsydeHus [12, 13].
OTCcyTCTBHE TTONTBEPKICHHBIX 1 HAIECKHBIX KPUTCPH-
€B I TIPUHSITUS pElICHUS O MPOPUIaKTUICCKON OIle-
panmu Ha aopTte (B YaCTHOCTU, HEOMHO3HAYHOCTH ITOpOra
ASI >2,5 cM/M?) OTUEPKUBAET AKTYAIbHOCTD JATbHENILIIX
HUCCIICIOBAHUI TSI ONTHMU3AINA CTpaTeTuii HaOJrome-
HUSI, CTpaTU(UKAIINN PUCKA U TTPO(PIIAKTIIECKOTO JIeUe-
HUST 3TOM ySI3BUMO# TpyIIIHI TanreHToB. Hamu mipencTas-
JIeH KIIMHWYeCKuit ciydait PA tumr 3 mo Kimaccudukaimim
DeBakey y Mmononoit skenmHs! 32 net ¢ cllI-T, memoHcTpr-
PYIOIINI TIPAKTHUYECKYIO 3HAYMMOCTh TAHHOM TTPOOJICMEL.

KnuHnyeckuia cnyyai

IMaumentka M., 32 jieT, TocTyImzIa B IIpUEMHOE OTIEeIe-
Hre ['BY3 TO "OKB Ne 2" ¢ xxaimobamu Ha 60JIeBOM CHHAPOM
B IPYIHOM KJIETKE, IPEUMYILIECTBEHHO B MEXKJIOIATOYHOM 00-
nactu. JJaHHble LEHTPAIbHON 2JIEKTPOHHON MEIULIMHCKOR
KapTbl CBUIETEILCTBYIOT O HEOMHOKPATHBIX OOpAIleHUSIX T1a-
LIMEHTKU B MOJIMKIMHUKY 10 MECTY XKUTEJIbCTBA HA IPOTSI-
JKEHUN TIPEIIIIECTBYIOIETO MeCsIIa IT0 TTIOBOMy 00JIeii B TI0-
SICHUIIE, CITMHE M TPYIHOI KJIETKE. YUNUTHIBasI BEIPAKCHHBIIA
IICUXO3MOLIMOHAIbHBINA (DOH MALMEHTKK 1 BOJIHOOOpAa3HOE
TeYeHre CUMIITOMATUKHY (CaMOIIPOU3BOJILHOE BO3HUKHOBE-
HIE U UCYE3HOBEHME 0O0JIEBOr0 CUHAPOMA), Ha aMOyIaTop-
HOM 3Tarle COCTOSIHUE ObLIO MHTEPIIPETUPOBAHO KAK IIPO-
SIBJICHUE BEreTOCOCYaUCTOl auctoHuu. IlanmeHTKe ObUIO
PEKOMEHIOBAHO aMOy/IaTOpHOE JiedyeHue. B cBsi3u ¢ mep-
CUCTEHLIMEN CUMIITOMOB OHa CaMOCTOSITEJIbHO 00paTmiach
B IIPMEMHOE OTe/IEHNE CTALIOHAPA SKCTPEHHOIO MPOMUISL.

BBumy mokamm3amun 00J€BOTO CHHIpPOMA TAIlACHT
TIPOKOHCYIBTUPOBAH BpadoM-Kapaunonorom. [Ipu ocmo-
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06.03.2025

Ilepesox B
npodrbHOE

JlaGopaTopHas It
HHCTPYMEHTAIbHAs
JHAarHOCTHKA

06.03.2025

TloxTBepxTeHNe
Jmareosa
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Puc. 1. KT-nanaoptorpadus naupeHtkv ¢ PA tun Il (De Bakey).

Mpumeuanne: A — caruttansHas nnockocts, B — dponTanbHas nnockocts, B
— aKkcwanbHas nMnockocTb. MpokcuMarbHas rpaHvua paccnoeHns pacnonoxeHa
HENOCPEeACTBEHHO MOCNE OTXOXAEHUS JIEBON MOAK/IOYMYHOW apTepun OT Ayru
aopThl, AMCTasbHas rpaHnLia — Ha YPOoBHE UHGPapeHanbHoro otaena 6pioLwHOro
oTena aopThbl (ronydble MyHKTUPHbIE NHWK). JTOXHbBIV NPOCBET (XenTas 3Be3na)
nmeeT BonbLLUNiA pa3Mep, YeM UCTUHHBIN MPOCBET (kKpacHas 3Be3aa), HambosbLUINiA
[IMamMeTp aopThl HA YPOBHE HUCXoAsLLel YacTn — 4,3 cM. YeTko Bu3yanmsupyetcs
TONBKO AUCTaNbHbIA Pa3pbiB UHTUMbI B 061aCTU ANCTaNbHOM rpaHuubl. LiBeTHoe
n306paxeHne AOCTYMHO B ANEKTPOHHO BEPCUM XypHara.

Tpe obOpaiana Ha ce0sl BHUMaHME HeTUITMYHAas1 MOpQOJI0-
TS TIAIMEHTKY: HU3KUit pocT (145 cMm), macca Tema 70 KT
(uHZeKC Macchl Tena 33 Kr/M2), LIMpoKasl rpyIHasl KieTka
¥ KpbUToBUIHA 1rest. Pr3nKaabHOe 00CIeIOBaHe 3HAUM -
MBIX OTKJIOHCHUM HE BBISIBUJIO. ApTepHabHOC TaBJICHHE
(A1) Ha MOMEHT ocMoTpa cocTapisuio 160/80 MM pT.CT.
MexonarouHass 00JIb HE YCUIMBAIACH TIPU TTAIBITALINA
TapaBepTeOPaTbHBIX MBIIII] ¥ OCTUCTBIX OTPOCTKOB ITO3BO-
HOYHHKA, YTO CHITKAJIO BEPOSITHOCTH €€ CBSI3M C JIeTeHepa-
TUBHBIMHA M3MEHEHUSIMH TTO3BOHOYHOTO CTOJIOA.
[MammeHTKe BBITONHEHA 3JIeKTpoKapmuorpadust U 3a-
00p KpOBH IIST JTAOOPATOPHBIX WCCICHOBAHUI, BKITIOYaB-
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Puc. 2. KT-nanaoptorpadus naupenta ¢ PA Tun Il (De Bakey).
MpumeyaHue: A — dpoHTaNbHAA NIOCKOCTb (HA YPOBHE OTXOXAEHUS NOYEYHbIX apTepuit), B — dpoHTanbHas NnockocTb (Ha ypoBHeE noyek). MNpasas noveyHas aptTepus
(xenTas CTpenka) oTXoAmMT U3 JIOKHOrO NPOCBETA, B OTAIMYMM OT NIEBOI NOYEYHO apTepum (kpacHas cTpenka). Vimeiotcs pasnnuvs obLuei nepdysunm napeHxmbl Noyek 3a
CYET CHUXEHUSI KOHTPACTUPOBAHUS MPaABOV MOYKM C GOPMUPOBAHNEM MHPAPKTOB (CUHME CTPENKK), @ TaKXKe CIIMSHUE HUXHUX MONIOCOB MoYeK (MoAKoBOoOpa3Has Nouka).
LiBeTHOe n3obpaxeHne AOCTYMHO B ANEKTPOHHOW BEPCUM XypHana.

LIMX: OOIIMIA aHAJIU3 KPOBU, OMOXUMUYECKMIT aHAIN3 KPO-
BU (C-peakTUBHBIN 0eI0K, KpeaTHH(MOCHOKIHA3A, TITIOKO-
3a, MOUCBIHA, AILOYMIH, XJI0p, HATPUIA, KaJIii, KpeaTHHIH,
OWIMpPYOUH TIPSIMOIA, OMJIMPYOUH OOLIMIA, acriapTaTaMUHO-
TpaHchepasa, aTaHMHaMIHOTpaHcdepasa), TpoImoHyH I, koa-
TyJIoTpaMMy (aKTUBIPOBAHHOE YaCTUIHOE TPOMOOILIACTIHO-
BOE BpeMs1, MEXKIIyHapOIHOe HOPMAJIM30BaHHOE OTHOLIIEHHUE,
IIPOTPOMOMHOBOE BpeMsl, (pMOpMHOTeH). B miepron oxxmma-
HUSI PE3YIBTATOB OTMEUAIOCh YCHIICHIE OOJIEBOTO CHHIPO-
Ma. BeIpaxkeHHOCTh 00Jicii B coYeTaHWM C HeXapaKTePHOM
BHEIITHOCTHIO BhI3BaM Tomo3peHue Ha clI-T u, ¢ ygetoM
KJIIMHYECKOM KapTUHBI, Ha BOBMOXHBINA (pakT PA.

IIpu moBTOpHOM COOpe aHAMHE3a IMALMEHTKA TIONTBEp-
IIVJTa HAJTMIHe Y ce0sT JAaHHOTO TEHETMUECKOTO 3a00JICBaHNSL.
INoBbrmrenre Al 0OTMEYAIOCh B TEUCHHE TIOCICIHETO MeCs-
11a, 9TO TIAIIMCHTKA CBSI3bIBajIa C TMATHOCTHPOBAHHBIM pa-
Hee MaHN(ECTHBIM TUTIOTHPE030M (YPOBEHB TUPEOTPOITHOTO
ropmoHa gocturai 10,7 MME/m) u npuemom L-TrpokcrHa
B o3¢ 125 MKT/cyT. BpITo TIpUHSATO peleHIe O TOTIOTHUATETb-
HOM Ha3HAUYCHWH OIIpeNeIeHNs] KOHIeHTpamy D-mvepa.
Io pe3ymbratam 06ceIOBaHIIA BRISIBIICHO TTOBHIIIICHNE (D1~
opunoreHa (4,44 v/m) u D-mumepa (4,001 mr/m1). OcTambHbIe
JTabopaTopHbBIE TTOKA3aTeI N 1 TPOIIOHIH | HaXOmMMINCh B TIpe-
nenax peepeHCHBIX 3HAUCHUIA.

Ha snexrpokapororpacui: CMHYCOBEIIT PUTM € 9acTo-
TOM CepIeYHBIX COKPAICHMIA 73 yaI./MIH, HETIOTHAsI OJTOKa-
J1a mpaBoil HOXKM TTy4yka [uca. [TaimeHTka Obuta HarpaBiie-
Ha Ha KoMITbloTepHyIo ToMorpacdmto (KT) opraHoB rpymHoiA
TTOJIOCTH ¢ KoHTpactupoBanueM. KT-aHrrorpadust Busyammi-
3upoBaa 1eHeKT KOHTPACTUPOBAHMST aOPTHI OT YPOBHSI Iy~
™ 10 ypoBHsa Th12 mo3BoHka. MCTUHHEIIT TTPOCBET aOpPTHI
coctaBmst1 1,0 cM ¢ cyXXeHMeM B OWMCTAbHBIX OoTmenax. Ha
OCHOBAaHWH PEHTTCHOJIOTMIECKOTO MCCIICHOBAHUS cPOpMy-

JmpoBaHo npenmonoxenre o PA tuma 111 mo kmaccuduka-
1 DeBakey.

o pemreHnio BpaueOHOTO KOHCHIIMYMA ISl BeprdurKa-
11U auMarHos3a BeinojiHeHbl KT-mmaHaoprorpadust u axokap-
muorpadus. Jdanuele KT-manaoprorpacdmy TOATBEpIVIIA
HaJIM41e PacCiIOCHNsI, TIPOTSHYBIIIETOCS OT YPOBHS, pacio-
JIOZKEHHOIO IVCTaIbHEE OTXOXIEHUS JIEBOY MONKIIIOUNYHON
apTepun, U 10 MHOpapeHATHHOTO CerMeHTa OPIOIITHOM aop-
ThI. COMyTCTBYIOIICH HAXOMKOM SIBMJIACH TTOOKOBOOOpA3HAs
ToYKa ¢ o4aroM MH(ApKTa B IMAPEHXMME IIPaBOM IOJIOBH-
HBI TToUKH (puc. 1, 2).

Pesynsratel sxoKapauorpacdbuy ITOOTBEPAIIA PacCio-
€HME CTCHKM MEXIY WCTMHHBIM U JIOKHBIM TIPOCBETAMU
HUCXOmsIIeil TpynHoit aopTel. [lammeHTKa ObITa OCMOTpe-
Ha MYJBTUIMCIUTDIMHAPHON OpuTamoii (B COCTaBe Kapmu-
0JIoTa, CepIeYHO-COCYIMCTOTO XMPYpra, aHeCTe3MOJIoTa-
peaHNMAToJIOra) B YCIOBMSIX peaHMMAIIMOHHOTO 3ama. Ha
(done noobenenoBanust AJl osblianoch 10 160/90 MM pr.cr.,
COITPOBOXKIASICH YCHICHNEM 0osreBoro cHapoma. [IpoBeneHa
SKCTpeHHas KoppeKuys All: BHyTpMBEHHO BBEICH PacTBOP
MeTorpoJiona (1 Mr/MiI) B 00BbeMe 2 MIT, UTO IIPUBEITO K CHU-
xeruto Al mo 110/80 MM pT.CT. B Te4eHHe 5 MUHYT U Ky-
mmpoBaHutio 6oym. [Tocae KOHCYIBTalyy 10 JIMHUY 1IEHTpa
MEIUIIMHEI KatacTpod ¢ IEeKYPHBIM CEPICIHO-COCYIICTHIM
XMPYProM U KOMIICHCAIIMN COCTOSIHUSI OBbLIO TIPUHSITO pe-
IICHIEC O TIepeBOAe MALIMEHTKHA B TPOMIMIBHOS KapIuOXK-
pyprudeckoe OTIEICHME TSI PEIICHUST BOIpOca O TpaHC-
KaTeTepHOU M30JISILINN pacciaoeHUs cTeHT-rpadpToM. B xome
TIPEIOIIePAIMOHHOI TIONTOTOBKU Y TAIIMEHTKHY Pa3BUIINChH
KPUTUICCKHE HaApyIICHUSI TeMOTMHAMUKH. [IpoBemeHHBIC
peaHNMAIIIOHHBIC MEPOTIPUSTIS OKa3aCh Hea((PEKTUB-
HBIMU, OBIT 3apETUCTPUPOBAH JICTATHHBINA MCXOI.
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[pencraBreHHOE KIIMHMYECKOE HAOTIONECHIE TIOMICPKI-
BacT KPUTHUYCCKYIO BaXHOCTb KOMITICKCHOTO IMATHOCTH-
YECKOTo ITOaXoma IIPM OIIEHKE OCTPBIX OOJIEBBIX CHHIPO-
MoB y natmeHToK ¢ cllI-T. Xotst PA yacro accouumpoBaHO
C TIOXXWIIBIM Bo3pacToM, Al' 1 aTepoCcKIepo30oM, BPOXKICH-
Hasl HeTIOJTHOIICHHOCTh COSOMHUTENBbHOI TKaHu Tipn cIII-T
CYIIIECTBEHHO CHIDKACT BO3PACT MaHM(DECTALINH 1 OTSITOIIA-
eT TeueHne BacKysomnartuu [14, 15]. cllI-T xapakrtepusyercs
CITEKTPOM COMATHUCCKMX aHOMAJIMii, BKITIOUAsT CUCTEMHYIO
IIACIUIA3UIO COCMMHUTEIHbHON TKAaHU!, BPOXKICHHBIC TTOPOKH
pa3BuTus cepaeuHo-cocyauctoit cucremsl (JIAK, KoA) u no-
BBIIICHHYIO TPABMATUIHOCTh COCYIMCTOM CTCHKM.

K cTpyKTypHBIM ITOpOKaM a0pTHI MOXKET ITPUBOIUTE aHO-
MATBHBII COCTaB BHEKJIETOUHOTO MaTprKca. [ToBbIIIeHHAsT
SKCIIPECCHS] MATPUKCHBIX METAJUTONPOTEMHA3 W TTOHIDKCH-
Hasl SKCIIPEeCCHs] TKAHEBBIX MHIMOUTOPOB MAaTPUKCHBIX Me-
taymtoniporenHa3 (TIMP1 u TIMP3), BeIsIBIISIEMBIC y TTAIIN-
eHToK ¢ clII-T, MoryT IipuBecTH K Aerpamaiiii KOMITOHCH-
TOB BHEKJICTOUHOTO MAaTPHUKCa CTCHKH aOPTHI, YTO IIPUBOIUT
K €€ UCTOHYEHMIO M YBEJIMUEHUIO aruameTpa [16].

CormmacHo JIMTepaTypHbIM JaHHBIM, PACIIPOCTPAHEHHOCTh
COCYIMCTBIX OCJIOXKHEHUIA B JaHHOi Koropte mocturaet 30%
[17]. PA mipencraBisieT co0oii K3HEYTpOoXKAaroIIee COCTOSTHUE,
TUTTMIHO TIPOSIBIISTIOIIECECST OCTPOit OOJIbIO B TPyIM, IIiee 1/
WIN CITMHE W HEPENKO OCIOXKHSOIIESCS TPOKCHUMATbHBIM
Pa3pbIBOM, TeMoIepuKapaoM W TaMIloHanoi cepaua. [lpu
clII-T PA o0ObryHO MMeeT (haTaJbHBIA UCXOM, IIPUYEM Y MO-
JIOIBIX SKSHIIMH ¢ 00JICBBIM CTHIPOMOM 5TOT AWArHO3 3a4a-
CTYIO HE pacCMaTpUBAaCTCS.

IIpu cunapome cllI-T onpeneneH psia KItOYeBbIX (haKTO-
OB pHcKa pa3BUTHsI PA. DIneMIoIorniecKye NCCcieoBa-
HMSI CBUIECTEIBCTBYIOT O 3HAYMTEITBHOM CHIDKCHIM BO3pacTa
MaHudectamym PA y maHHOI KaTeropnu MaleHTOB: MeIra-
Ha Bo3pacTa Ipu pa3BUTUn PA mm pa3peiBa aOpPTHI COCTaB-
sstet 30-35 net, mpu atoM 10 24% ciyyaeB perucTpUpyIOTCs
y Jmir Mosoxe 20 JieT, 0cCoOOeHHO Ha (DOHE COITyTCTBYIOIICH
aopronatnn W KoA [18-20]. BropeiM 3HaUMMBIM (DaKTO-
POM SIBJISICTCST KAPUOTUIT ¥ (PEHOTUIT: HAMOOJIBITIAasl YacToTa
CePIEeYHO-COCYINCTHIX aHOMAJIMIT Pa3BUTHS HAOIOMACTCS
y TIAIMEHTOK ¢ KapuoturioM 45, X [21, 22]. Tpetwit (pakTop —
AT, pacrnipoctpaHeHHOCTh KoTopoii 1ipu cllI-T gocturaer
npubmusuTensHo 50% [23]. YerBepthlii hakTop — OepeMeH-
HOCTB, aCCOLIMMPOBAHHAST C BBICOKM PHUCKOM MaTePHUHCKIX
OCJIOKHEHUI, BKITIOUAst SKJIAMIICUIO; 10 2% JieTaIbHbIX HCXO-
noB y oepemeHHBIX ¢ cIII-T oOycmoBiaeHbl nmMeHHO PA mmm
pa3pbIBOM aopThI [24, 25].

B nipencraBnenHom Hamu cirydae PA passuitoch Ha (hoHe
srm3ommdeckoil Al 94To monTBep:KIacT MOBBIIICHHYIO YsI3-
BUMOCTB cOCynucToi cTeHKu Tipn cllI-T maxke mpu TpaH3u-
TopHOM TToBBIIIeHN AJl. KimmHideckast KapTiHa OTIMJIaiach
ATUITTIHOCTHIO: TOMUHUPOBAIN HECTICII(DITIECKIe CUMITTO-
MBI, 9YTO CUMYJIPOBAJIO TIPOSIBIICHIST HEMPOIMPKYIISITOPHOM
IACTOHUY Y TICUXOTCHHOTO paccTpoiicTBa. [lomoOHbIe mma-
THOCTHYCCKIE TPYIHOCTHY TIPU3HAHBI 3HAYNMBIM (DAKTOPOM
OTCpOYeHHOI [uarHocTiKu PA [26]. OcoOblii TTaToreHeTn-

YeCKUI MHTepeC MPEICTABIIIeT Ha3HAUCHNE 3aMECTUTEITbHOM
Teparmn L-TUpOKCMHOM He3amonro 10 MaHnudectamm PA.
YunThIBasl, YTO TUPEOMIHBIC TOPMOHBI O0TATAIOT TTOJIOKM-
TeJTbHBIM XPOHO- Y MHOTPOITHBIM 3(D(EKTOM, ITOBBIIIAIOT
YYBCTBUTEIILHOCTD PEIICNITOPOB K KAaTeXOJTaMUHAM U TIOTCH-
IMPYIOT CUMIIATUYECKYI0 aKTUBHOCTh, MOXHO ITPEITIONO-
JKUTh, 9TO JakKe KPAaTKOBPEMEHHAsI KOPPEKIIMS TUIIOTHPEO-
3a Ha (DOHE COCYOMCTOI MVCIUIA3NH W BPOXKICHHBIX aHOMA-
JIiA AOPTHI MOIVIA MHAYIIMPOBATh TUTIEPTCH3NBHYIO PEAKIIHIO.
[MocenHsst, B CBOIO OYepenb, MOIIA BHICTYIIUTH TPUITEP-
HeIM (bakTopoM PA [27-30]. IlpenmmonaraeMblii MeXaHN3M
TUPOKCHH-OTIOCPEIOBAHHON TeMOTMHAMWIECKON HArpy3KHi
Ha MOP(DOIOTUIESCKN M3MEHEHHOE COCYIMCTOE PYCIIO Tpe-
OyeT HaTbHEUIIETO M3yJdeHUsI, HO MMeEeT IMaTOo(PU3NOIOTH-
YeCKoe 00OCHOBaHIUE.

Couetannas narosorys B Buze cllI-T, PA u mmemmaecko-
ro MH(pAapKTa B TIPABOIi IOJIOBUHE IIOTKOBOOOPA3HOI TTOYKI
B TaHHOM HaOTFONCHNH MOXET OTPaKaTh CICTEMHBIN XapaK-
Tep COCYIMCTHIX HAPYIIEHMIA, TIPUCYIINX JAHHO XpOMOCOM-
Holt anoMarmu. KimmHimaeckre 1 aHaTOMUYECKIE UCCIeIOBa-
HUSI TTOOTBEPKIAIOT BBICOKYIO YACTOTY AaHOMAJTUIA BETBIICHUST
TIOYCYHBIX apTepUiA, X CTCHO30B 1 MH(APKTOB MAPCHXIMBI
niouek ripu clLI-T [16]. KirtoueBbIM METOIOM BepUMUKALII
marHo3a PA crama KT-anrmorpacdus, ocraromasicst "3010-
TBIM CTaHmapToM" auarHocTukwm [31, 32].

D-mavep (>0,5 Mr/1) MOXET OBITh MCIIONB30BAaH B Ka-
YecTBe MHAMKATopa Thia PA 1 mpenukTopa B OIICHKE TIPO-
rHo3a. OmHAKO IMMPOKUIA CTIIEKTP COCTOSTHIIA, BRI3BIBAFOIIIX
€ro TIOBBIIIICHME (3MOONMS JITOYHOI apTeprid, KOpPOHAap-
HBI TPOMOO3 M Ap.), OOYCAABIMBAECT €r0 HU3KYIO CIIELM-
manocTh [33, 34].

3aknioyeHue

IIpencraBneHHbIl KIMHUYECKU cirydaii PA y Mononoit
nauueHTKH ¢ cllI-T momuepkuBaeT CyabOOHOCHYIO HE00-
XOOUMOCTD TIOMICPKAHMS BHICOKOM CTETICHN KITMHWYCCKOMN
HACTOPOXXEHHOCTH CPEIU Bpadell pa3IMIHBIX CTICIIMATBHO-
CTeil MpU BEACHUU TALIMEHTOB C BPOXIEHHBIMU T€HETUYe-
CKMMM TIaTOJIOTUSIMM COCTMHMUTCIIBHOM TKaHU. aHHas cH-
Tyamysi IeMOHCTPUPYET, YTO KITFOYEBEIM aCITCKTOM SIBJISICTCST
HE TOJBKO TIOHMMaHME CIEIM(UIECKIX PHUCKOB, aCCOINM-
POBAHHBIX C TEHETUYECKMM CMHIPOMOM, HO U TLIATEJIbHAS
OIIeHKA TTOTCHINAIBHBIX TPUITEPHBIX (haKTOPOB, CITOCOOHBIX
WHUIIMIPOBATh OCTPOE COCYAVICTOE COOBITHE, K YMCITY KOTO-
PBIX B OIMMCAHHOM CJIydac OTHOCHTCSI Ha9ajI0 3aMECTUTEITb-
HOH Tepaltiy TUPEOMITHBIMI TOPMOHAMMU.

CIIOXKHOCTB 1 PEIKOCTD TTONOOHBIX CITyYacB O00YCIIOBIIN-
BAalOT BaXKHOCTH TIEPCOHATTM3NPOBAHHOTO TIOIX0NA K IMAarHO-
CTHKE ¥ JICYCHMIO, TPEOYIOIIEro MHTETPUPOBAHHOIO aHa-
JIM3a TEHETMUYECKOM TIPEIpaCIIONIOKEHHOCTH, KITMHIYCCKOM
CUMITTOMATHUKH Y JAHHBIX METOIOB BU3yaIM3alliH. DTO Ha-
OOIEHNE CITY>KUT BaKHBIM HAITIOMUHAHMEM O HEOOXOMM-
MOCTH y9eTa (pOHOBOTO COCTOSTHHS TIAIIMIEHTa W apTyMEHTH-
pyeT MOTpeOHOCTh B pa3paboTKe 00siee TOYHBIX KIIMHUKO-
JMUATHOCTUUYECKIX AITOPUTMOB JIISI BBISIBIICHHS BACKYJIOTIATHIA
Y JIMII ¢ CMHIPOMAaMU COSOMHUTETFHOTKAHHOM AVCITIA3UN.
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CrnemoBateIbHO, TIPEACTABICHHBII CITyJalii aKIIeHTUPYET 3Ha-
YUMOCTb PAHHETO BBISIBJICHWSI M TUHAMUYECKOTO MOHUTO-
pUHIa MaToNoruu aopthl y nameHTtok ¢ cll-T, ocobeHHO
Mpy HaIuu snusonndeckoit Al, aturyHoro 60seBoro
CHUHOpPOMA M XapaKTePHBIX (DEHOTUITMIECKIX TTPU3HAKOB.
KowmrmekcHBIIT ~ MYJIBTUOUCHNIIMHAPHBIA — TIOM-
XOH, BKIIOYABIIMUA CBOEBPEMCHHOE IIPOBEICHUE
KOMIIBIOTEPHO-TOMOTpahIeCcKOit aHTIOT Ay a0PTHI ¥ MH-
TEPIIPETAIINIO COOTBETCTBYIOIINX JIAOOPATOPHBIX TTOKa3aTe-
JIeit, oOeceuI KOPPEKTHYIO TUATHOCTUKY W HaIIpaBJICHHUC
TIAIEHTKY B TIPO(IIIHFHOE KapIUOXIPYPIIUIECKOE OTIEICHNE.
OnHako OTCpOYeHHAS TMAaTHOCTUKA, CBSI3aHHAsI C 0COOCHHO-
CTsIMH (DeHOTHIIA TIALIMEHTKY, TIPEIOIPEICIIIA HeOIaropu-
SITHBII JIeTaTbHBIIN ncxon. Ha ocCHOBaHMN BBIIIEH3IOXKCHHOTO
MBI PEKOMEHIYeM BHEAPEHUE PETYIIIPHOTO CKPUHUHTA M-
aMeTpa aopThI C MCIOJIL30BAHNEM METOIOB JIYIEBOM Iuar-
HOCTHKH (TipemoutuTesbHo MP-anrnorpacdum, mpu ee He-
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