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

Bytenko [I.C.", Anexbepos P./.!, Cnacennukos B.B.", KnewesHvkosa T.M.", Tanbi6osa A. 0.2, Tanbi6os P.C."3

Beepenue. Cunapom Lepewesckoro-TepHepa (clU-T) npeactasnsiet coboii re-
HETUYECKYI0 MaTonornio, 06yCNOBNEHHYIO MOHOW AW YAaCTUYHOW MOHOCOMWEN
no X-xpomocome. [ins AaHHoro 3a6onesaHns xapakTepeH nosmMopduam Bpox-
[IEHHbIX MOPOKOB Pa3BUTUS, C NPEUMYLLECTBEHHbIM BOBNEYEHNEM SHAOKPUHHOM
1 CEPLEYHO-COCYAMCTON cuctem. MaumeHTsl ¢ cLU-T gemMoHcTpupytoT 6onee Bbl-
cokve nokasaTenu 3a601eBaeMOCTU 1 CMEPTHOCTW B CpaBHeHWW ¢ obLueii no-
NynsiuMen, 4To OMKTYET HEOOXOAMMOCTb KOMMIEKCHOO MEXAUCLMMANHAPHOIO
noaxofa K ux BeAEHWIO.

KpaTtkoe onucanmue. B ctatbe npeactaBneH KIMHWYECKUIA ClyyYai naumeHTKu
C reHeTn4ecku NoaTBePXAeHHbIM CLU-T (kapnoTun 45,X), y KOTOPOI NPMXN3HEH-
HO [MarHOCTMPOBAHO OCNOXHEHWE — paccnoeHne aopTol (Tvn Il no Oebeiiku),
4TO CTano BO3MOXHbIM Gnaropaps komniekcHomy obcnenoBaHuio. B pabote
[leTanbHO OnvcaHbl xapakTepHble GEeHOTUNMYECKne NPOsIBNEHNs, 0COOEHHOCTH
KNIMHWNYECKOIN KapTWHbI 1 TeueHns 3aboneBaHms, aHann3 GakTopoB pucka, npu-
MEeHeHHble MeTozpl TabopaTopPHONR U MHCTPYMEHTANIbHON AMArHOCTVKM U NOAXO-
Ibl K Ne4ebHOV TakTuKe.

Aunckyccus. Knovesoi 3agayeit BeAEHNA NaLMEHTOB C BPOXAEHHBIMU reHeTu-
yeckmmn 3a60/1eBaHUSMN COEMHUTENBHON TKaHK SBASETCS NOAAEpPXaHWe BbICO-
KOrO YPOBHS KJIMHNYECKOW HACTOPOXEHHOCTM CPemn Bpayei BCeX CneLnanbHoC-
Ten. Kputnyeckm BaxHbIM NPeacTaBASeTCst He TONbKO 0CO3HaHWe cneunduye-
CKMX PUCKOB, aCCOLMMPOBAHHBIX C FTEHETUYECKMM CUHAPOMOM, HO W TLaTeNbHas
oLeHka MOTEHUMaNbHbIX TPUITEPHbIX HaKTOPOB, CMOCOBOHBIX CMPOBOLMPOBATH
0CTpoe cocyauctoe cobbiTre. OnepaTtMBHOE NPeLNoNoXeHNe U Bepudukaums
XU3HeYrpoXatoLwmx COCTOSIHUIA, K YNCNY KOTOPbIX OTHOCUTCS pPacCnoeHne aop-
Thl, OMPEAENsoT BbIGOP HEOTNOXHOWK NevyebHON TakTUKL U MOTYT NPeaoTBpa-
TUTb NETaNbHbIA NCXOL.

KnioueBble cnoBa: cuHapom LUepeluesckoro-TepHepa, paccnoeHue 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
TaKTUKWM ¥ MUHUMU3ALUM JIETAIBHBIX HCXOIOB.

BeeneHue

Cunnppowm Ilepemenckoro-Teprepa (cILI-T) — pacmpo-
CTpaHEHHOE XpOMOCOMHOE 3a00JIeBaHIe, OOYCIOBIICHHOE
MOJIHOM WJIM YaCTUYHOI MOHOCOMMEN X-XpOMOCOMBI [1].
Kiraccraeckuit penotrmn (KaproTtu 45,X) XapaKTepusyeT-
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-
I0TCS Beayluei npuanHoi cmeptu (mo 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 characte-
rized by polymorphism of congenital abnormali-
ties 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 TOJOBbI U TepudeprudecKux cocymoB [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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BpemeHHas wkana

Mosbimenue
apTepuaTbHOro
JaBieHmns Ha hoHe
npuema L-TpokcuHa

CamocTosiTeNnbHOe
obpanieHHe
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O6paienne

Ipeanonoxenne
Jmardosa

B MOJIMKJIMHUKY
10 MECTY XKUTEJIbCTBA

06.03.2025

0 mecsimes

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-
IO MOMEHT U TpeOyeT maibHeitmero n3ydenus [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-

06.03.2025

06.03.2025

06.03.2025

JlaGopatopHast
W MHCTPYMEHTaJIbHast

Tlepesoa
B IPOHIBLHOE
yapexenue

06.03.2025

TonTsepxaenue

JIMarHosa JletanbHBlii UCxox

JIMAarHOCTUKA

06.03.2025

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

Mpumeyanne: A — carutTanbHas muockocTs, B — dpoHTanbHas NnockoCTb,
B — akcmanbHas nnockocTb. MpokcumanbHas rpaHmnLa paccioeHns pacnonoxeHa
HENoCPeACTBEHHO MOCNE OTXOXAEHUS NIEBOWM MOAK/IIONMYHOW apTepumn OT Ayru
aopThl, AMCTabHas rpaHnLa — Ha YPOoBHE UHGPapeHanbHoro otaena 6pioLHOro
oTzena aopThbl (ronydble NYHKTUPHBLIE NMHWK). JTOXHBIV NPOCBET (XenTas 3Be3na)
meeT BonbLUNiA pa3Mep, YeM UCTUHHBIN MPOCBET (KpacHas 3Be3Aa), HaubombLINIA
[IMameTp aopThl HA YPOBHE HUCXoAsLLER YacTn — 4,3 cM. YeTko Bu3yanusupyetcst
TONbKO AMCTaNbHbIA Pa3pbiB UHTUMbI B 061aCTU AUCTaNbHOM rpaHuubl. LiBeTHoe
1306paxeHe AOCTYMHO B ANEKTPOHHON BEpCUM XXypHara.

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 BBITOJTHEHA 3JIEKTpOKaparorpadus u 3a-
00p KPOBM I JTaOOPATOPHBIX MCCIICMOBAHWI, 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) OTXOAUT U3 TOXKHOrO NPOCBETA, B OT/IMYMM OT NIEBOI NMOYEYHOI apTepuu (KpacHas ctpenka). imeiotes pasnuuns obLueit nepdy3unmn napeHxnmbl novex
3a CYET CHUXEHUS KOHTPACTMPOBAHUSI NMPABO MOYKU C GOPMUPOBAHMEM MHPAPKTOB (CHHWE CTPENKU), @ TakKe CIMSHUE HUXHWX MOMIOCOB Moyek (nopakoBoobpasHast
noyka). LIBeTHoe n3o6paxeHne JOCTYMNHO B SNEKTPOHHON BEPCUM XypHana.

VX OOt aHAIN3 KPOBHU, OMOXUMIUIECKIIT aHAIN3 KPO-
BU (C-peakTUBHEI 0elTOK, KpeaTnH(MOChHOKIHA3A, TTFOKO-
3a, MOUCBMHA, ATLOYMIH, XJIOp, HATPHIA, KaJIUii, KpeaTHHIH,
OWIMPYOMH TIPSIMONA, OUIMPYOUH OOILMIA, acTiapTaTaMUHO-
TpaHcdepasa, aJaHMHAMHHOTpaHchepasa), TPOITOHUH I,
KoaryJorpaMMy (aKTUBHPOBAaHHOE YaCTUIHOE TPOMOOIIIa-
CTMHOBOE BpeMsI, MEXKIyHApOTHOE HOPMATM30BaHHOE OTHO-
IIeHUE, TIPOTPOMOMHOBOE BpeMs, (prOprHOTeH). B mrepron
OXXMIAHMS PE3YIIBTaTOB OTMEUYAIOCH YCHJICHIE 00IEBOTO CHH-
nIpoma. BepaxkeHHOCTE 00J1eii B COUeTaHNH C HEXapaKTCPHOMN
BHEIITHOCTBIO BBI3BaIM momo3peHue Ha cllI-T u, ¢ ygetoM
KIIMHUYECKOM KapTUHBI, Ha BOSMOXHEI (hakT PA.

[Ipu moBTOPHOM COOpe aHAMHe3a MaIMeHTKA TTOOTBEp-
IJIa HaIM4Yre y ce0sT JaHHOTO TeHEeTUIeCKOoro 3aboJeBa-
Hus. [loBeimenne AJl oTMeYaaoch B TEUCHUE MOCIICIHE-
IO MecsIla, YTO IMAallMEeHTKAa CBSI3BIBAaJa C IMAaTHOCTUPO-
BaHHBIM paHee MaHM(ECTHBIM THUIIOTUPEO30M (YPOBEHB
TUPEOTPOITHOTO TopMoHa mocturain 10,7 MME/m) n mpue-
MoM L-trpoxcuHa B no3e 125 Mkr/cyT. beuto npuHSTO pe-
IICHUE O NOITOJIHUTSITEHOM Ha3HAYCHUH OTIPEICICHIS KOH-
meHTpamyy D-mvepa. I1o pesymsraraMm o0cienoBaHMiA BBI-
SIBJICHO TIOBBIIIeHNEe (pnbpuHOreHa (4,44 r/m) u D-ogumepa
(4,001 mr/i). OcTambHBIC TA00pAaTOPHBIC TTOKA3ATETN U TPO-
TMoHMH | Haxommmch B TIpenesnax pedepeHCHBIX 3HAYCHUIA.

Ha snexrpokapmuorpadun: CMHYCOBBI PUTM C Jac-
TOTOI CepOeYHBIX COKpallleHMWit 73 yO./MWUH, HEIOJIHAs
O10kana npaBoit HoxKM Tyuyka Iuca. IlammeHTtka Obi-
Jla HaIlpaBJIeHa Ha KoMIibloTepHyo Tomorpaduro (KT)
OpTaHOB TPYTHOM ITOJIOCTU ¢ KOHTpacTtupoBaHmeM. KT-
aHTHOTrpadus BU3yaIn3upoBaa aeheKT KOHTPacTUPOBa-
HUST a0pTHI OT YPOBHSI AyTu 10 ypoBHs Thl2 mo3BoHKa.
WcTUHHBIN IpOCBET a0PpThI cOCTaBISLT 1,0 ¢M ¢ Cy:KeHreM
B IWCTAILHBIX OoTHeaX. Ha ocHOBaHWM peHTTeHOIOTYC-

CKOTO HCCIIenoBaHMSI chOPMYIUPOBAHO TIPEATIONIOKECHIE
o PA tuma III o xmaccudpukannu DeBakey.

ITo pemrenuio BpaueOHOTO KOHCUIIMYyMa IJIsT Beprdu-
KalluM ArarHo3a BeIToHeHbl KT-mmaHaoprorpadust u axo-
kapauorpadwus. Janusie KT-mmanaoprorpaduu moarsep-
IV HAJIMIMe pacCIOCHMS, TIPOTSHYBIIIETOCS OT YPOBHSI,
PACHOIOKEHHOT0 TUCTAJbHEE OTXOXKICHUS JIEBOM ITOM-
KJTIOUYMYHOM apTepuu, W 10 MH(ppPaApEeHAIBHOTO CeTMEH-
Ta Opro1rHOIt a0pThl. COMYTCTBYIONIECIT HAXOMKO SIBIIACH
TMOOKOBOOOpAa3HasI MMoyKa ¢ oyaroM MHMapKTa B IapeH-
XUMe TIpaBOii TTOJIOBUHBI IMOYKHU (puc. 1, 2).

Pesymbsrathl axokapauorpaduy IOATBEPAYUIN PacClio-
€HUe CTCeHKU MEXIy NCTUHHBIM U JIOXKHBIM ITPOCBETaMU
HUcxonsei rpyaHoi aopthl. ITaimeHTKa ObU1a OCMOTpe-
Ha MYJIBTHANCIATUIMHAPHOM OpHUTamoii (B cocTaBe Kapouo-
JIora, CepIeYyHO-COCYIMCTOTO XMpPypra, aHeCcTe3MOJIoTa-
PEaHMMAaTOJIOTa) B YCIIOBHSIX pPeaHNMMAIIMOHHOTO 3aj1a. Ha
done noobenenoBanus AJl nmosbimanoch 10 160/90 Mmm
PT.CT., COITPOBOXIASICh YCUIICHHEM O0JIEBOTO CHHIPOMA.
IIpoBenena skcTpeHHass Koppekunst AJl: BHYTpHUBEHHO
BBEIICH pacTBOp MeTolpoona (1 Mr/mir) B oobeMe 2 MII,
yTo TipuBeNo K cHkenuio A/l no 110/80 mm prt.cT. B Te-
YyeHUe 5 MUHYT U KynupoBaHuio 6ou. [Tocie KoHCyb-
TalUY T10 JIMHUM IEHTPa MEIUIIMHEBI KaTacTpod C AeKyp-
HBIM CEPIECYHO-COCYINCTBIM XUPYPTOM M KOMITCHCAITNHT
COCTOSTHUSI OBLIO TIPMHSITO peIlIcHWE O TIePEeBOIE TallM-
€HTKH B TIPOGMIBHOEC KapIUOXUPYPTUICCKOE OTIACICHUE
IUIST peIlleHUsT BOIIPOca O TPAaHCKATETEPHOU W3OJISIUU
paccioeHus cTeHT-rpadToM. B Xome mpemonepallmioOHHOM
TOATOTOBKY Y TAIIMEHTKH Pa3BUJINCh KPUTUICCKUE Ha-
pylIeHnsT reMognHaMuKU. [IpoBeneHHBIC peaHUMAaIIOH-
HBIC MEPOTIPUSATHSI OKa3alnch Hed((HEKTUBHBIMU, OBLI
3aperuCTPUPOBAH JICTATbHBIA MCXOIM.
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OGcyxaeHne

[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 a0OpTHI MOXKET ITPHBOIUTH aHO-
MaJIbHBII COCTaB BHEKJIETOUHOTO MaTprKca. [1oBbIIeHHAs
SKCITPECCHST MATPUKCHBIX METAJIONPOTENHA3 1 TTIOHIKCH-
Hasl 9KCITPECCHST TKAHEBBIX MHTIONTOPOB MAaTPUKCHBIX Me-
tayuroniporenHas (TIMP1 u TIMP3), BeIsIBIsseMbIe y T1a-
mueHTok ¢ cllI-T, moryr mpuBecTr K Aerpamgaliiid KOM-
ITOHEHTOB BHEKJICTOYHOTO MAaTPHKCAa CTCHKM AOpPTHI, YTO
MPUBOIUT K €€ UCTOHYEHMIO U YBEIMYEHMIO nuamerpa [16].

CormnacHo JuTepaTypHbIM JaHHBIM, PACIIPOCTPaHEeH-
HOCTb COCYIMCTBIX OCJIOXKHECHUM B HJAaHHOIT KOTOPTE IO-
cruraer 30% [17]. PA npencraBisieT co60il XKU3HEYrpo-
JKarolee COCTOSTHUE, TUITMIHO TIPOSIBIISIIONIEECS OCTPOM
0OJIBIO B TPYAH, IlIee U/WIN CITMHE W HEPEIKO OCIIOXKHSI-
folIeecsT IMPOKCUMAIbHBIM Pa3pbIBOM, TeMOIICPUKAPIOM
u TammoHanoi cepaua. I1pu cllI-T PA oObruHO nMeeT ¢a-
TaJTbHBIA MCXOM, IPUIEM Y MOJIOIBIX XKEHIITNH ¢ OOJIEBBIM
CHHIPOMOM 3TOT IMArHO3 3a4acTyIO HE pacCMaTPUBACTCSI.

ITpu cunnpome cllI-T omnpenerneH psii KIIOYEBBIX (hak-
TOPOB pHCKa pa3BUTHS PA. DIIeMIoIormuecKie UCCIeno-
BaHUS CBUICTCIIHCTBYIOT O 3HAUMTEIFHOM CHIDKCHUU BO3-
pacta MaHngecTany PA y maHHOI KaTeropyy MaIleHTOB:
MenraHa Bo3pacTa TIpu pa3BUTHN PA mimm pa3pbiBa aOpTHI
cocrasiser 30-35 siet, ripu 3ToM 10 24% CciydaeB perucTpu-
pytotcst y il Mosioxe 20 J1eT, o0co0eHHO Ha (hOHE COITyT-
cTBytoneit aoprormatnu i KoA [18-20]. BropbiM 3Haun-
MBIM (haKTOPOM SIBISIETCS] KAPHOTHUIT 1 (PEHOTHIT: HAUOOJTb-
IIas 9acToTa CEPICUYHO-COCYIMCTRIX aHOMAINI Pa3BUTHS
HaOJIonaeTcd y MalUeHToK ¢ Kapuotunom 45X [21, 22].
Tpetuii pakTop — Al, pacripocTpaHeHHOCTb KOTOPOA IIpU
clI-T mocruraer mputausutensHo 50% [23]. YerBepTolid
dakTOop — OGEpPEeMEHHOCTD, aCCOLIMMPOBAHHAS C BHICOKIM
PUCKOM MATEePUHCKUX OCJIOXKHEHMII, BKITFOUYAsT SKJIaMII-
cuio; 10 2% leTajabHBIX UCXOMOB y OepeMeHHbIX ¢ clII-T
00ycI0BIIeHBI UMeHHO PA mim pa3pbIBoM aopThl [24, 25].

B npencraBieHHoM Hamu ciiydae PA pasBuioch Ha
done smm3ommueckoit Al, 9TO TTOOTBEP:KIAeT ITOBHIIICH-
HYIO YSI3BUMOCTB cocynucToi cteHku rpu clII-T maxke mpu
TpaH3uTOopHOM moBbImeHNM AJl. KimmAnmdeckas KapTuHa
OTIMYAJIaCh aTUITMYHOCTBIO: JOMUHUPOBAIN HecTIendu-
YeCKNE CUMITTOMBI, 9YTO CUMYJIMPOBAJIO TIPOSIBJICHUS HEll-
POLIMPKYIATOPHON TMCTOHUM U TICUXOTEHHOTO PacCTPOIi-
ctBa. [TomoOHBIC IMATHOCTUYECKIE TPYIHOCTU MPU3HAHBI
3HAYNMBIM (DAKTOPOM OTCPOYEHHOI nuarHoctuku PA [26].

Oco0BIiT TaTOreHETUYECKIIT MHTEePEC TIPEICTABIISICT Ha3Ha-
YeHUE 3aMECTUTEIIEHO Tepani L-TUpoKCMHOM He3am0JIro
1o Manudecraiuu PA. YuuTeiBasi, 4To TUpEOUIHBIE TOP-
MOHBI 00J1aIaI0T ITOJIOKUTETHHBIM XPOHO- M MHOTPOITHBIM
3((heKToM, TOBBIIIAIOT YYBCTBUTEIHHOCTh PEIEIITOPOB
K KaTexoJJaMiHaM ¥ ITIOTCHIIMPYIOT CUMIIATUIECKYIO aKTHB-
HOCTb, MOXHO TIPEIITOJIOKUTh, UTO TaXKe KPAaTKOBPEMEHHAST
KOPPEKIIMS TUIOTHPEe03a Ha (DOHE COCYIMCTON IUCTUTA3UI
¥ BPOXKIEHHBIX aHOMAJINIA a0PTHI MOIJIa MHAYIIPOBATh TH-
TepTEH3NBHYIO peakinio. IlociemnHsiss, B ¢cBOIO odepenb,
MoOIJIa BBICTYIUTH TPUTTepHBIM (akTtopoM PA [27-30].
[IpenmonaracMerit MeXaH3M THPOKCUH-OIIOCPEIOBAHHOM
TeMOIMHAMWYECCKON HArpy3Kd Ha MOP(OIOTHYCCKHU W3-
MEHEHHOE COCYIUCTOE PYCJIO TPeOyeT MaJbHEHIIEeTro M3y-
YeHMS, HO MMeEeT IMaTo(PU3NOIOrNIeckoe 000CHOBAaHMUE.

Couertannas mmaronorus B Buae cllI-T, PA w uiremuye-
CKoro mH(apKTa B IPaBOil TTOJOBUHE ITOIKOBOOOPA3HOIA
TIOYKH B JTAHHOM HAOJIONCHWM MOXKET OTpaXKaTh CHCTEM-
HBIIA XapaKTep COCYIUCTHIX HAPYIICHU, TIPUCYIINX JAHHOU
XpOMOCOMHO# aHoMayy. KimmHmIeckie 1 aHaTOMUIeCKIe
HCCIIeMOBAHNS TTOATBEPKIAIOT BEICOKYIO YaCTOTY aHOMAITHIA
BETBJICHUS IIOYEYHBIX apTepuii, UX CTCHO30B U MH(MAPKTOB
napeHxumsbl modek mpu cllI-T [16]. KioueBbIM MeTOIOM
Bepudukanuu quartosa PA crana KT-anrnorpadgust, ocra-
omasica "30J0TBIM CTaHmapToM" auarHoctukm [31, 32].

D-mumep (>0,5 Mr/1) MOXET OBITH UCITOIB30BaH B Ka-
yecTBe MHOMKatopa thma PA u TpemmkTopa B OIICHKE
nporHo3a. OgHaKO MIMPOKUMA CIIEKTP COCTOSTHIIA, BBI3bI-
BAIOIMX €TO ITOBBIIICHUE (3MOOIMS JICTOYHOM apTepuH,
KOPOHAPHBIA TPOMOO3 M 1Ip.), OOyCIaBIMBAECT €r0 HU3-
Kylo cieurduaHocTh [33, 34].

3aknioyeHue

[IpencraBneHHbIil KTMHMYecKUit ciydait PA y Mmoomoit
nanueHTKu ¢ clll-T nmomuepkuBaeT cyab0OHOCHYIO HE00-
XOIUMOCTB ITONACPKAHNS BEICOKOM CTEITCHN KIIMHUIECKOM
HACTOPOXEHHOCTH CPeIX Bpauell pa3IMUHBIX CIICIINAThb-
HOCTEH Mpu BEAEHUU MALIMEHTOB C BPOXIEHHBIMU T€HETHU-
YeCKUMMU TTaTOJIOTUSIMU COCTMHUTEIBHOI TKaH!. JlaHHasS
CUTYaIusI IEMOHCTPUPYET, UYTO KITFOUCBBIM aCIICKTOM SIBJISI-
€TCSI He TOJIBKO TIOHMMAaHMe CIIeIM(PUIeCKIX PUCKOB, ac-
COIIMUPOBAHHEIX C TCHETMUECKIM CHUHIPOMOM, HO M TIIa-
TeJIbHAsI OLIEHKA MOTeHLMAIbHBIX TPUTTEPHBIX (PAKTOPOB,
CITOCOOHBIX MHUIIUMPOBATh OCTPOE COCYIAMCTOE COOBITHE,
K YMCJTYy KOTOPBIX B OITMCAHHOM CITydae OTHOCHUTCS Hada-
JIO 3aMECTUTEITLHOM TepaIlii TUPEONITHBIMU TOPMOHAMH.

CJOXHOCTb M PEIKOCTb MOIOOHBIX CITydyaeB OOYCIOBIN-
BAalOT BaXKHOCTH TIEPCOHATIM3NPOBAHHOTO TIOIX0NA K JMAarHO-
CTUKC W JICUCHUIO, TPEOYIOIIEr0 MHTETPMPOBAHHOIO aHa-
JI3a TEHETMYECKOM TTPEIpacIIoOXEeHHOCTH, KIIMHITIECKOM
CHUMITTOMATUKA U JAHHBIX METOIOB BU3yaIM3alli. DTO Ha-
OJIOIeHIe CITY>KUT BaXKHBIM HAIIOMUHAHKEM O HEOOXOHmM-
MOCTH yJeTa (hOHOBOTO COCTOSIHUSI TIaIIIEHTa W apryMeH-
THPYET ITOTPEOHOCTH B pa3pabOTKe 00J1ee TOUHBIX KIIMHUKO-
JMUArHOCTUUYECKIX AJITOPUTMOB JIJISI BBISTBICHIS BACKYJIOTIATHIA
Y JINII C CHHAPOMAaMM COCTMHMUTETbHOTKAHHOM MHCITIa3UH.
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CrnemoBateTbHO, TIPEACTABICHHBII CITyJaii aKIICHTUPYET 3Ha-
YUMOCTb PAHHETO BBISIBJICHUSI M TMHAMWYECKOTO MOHUTO-
pYHTA TIATOJIOTUX aopThI y mammeHToK ¢ clII-T, ocobeHHO
MIpY HATMIMK 3TU30audecKoit Al, aTImI9HOro 00JIeBOro
CHHApOMAa M XapaKTCPHBIX (PCHOTUITMICCKUX TTPU3HAKOB.

KoMIUTIeKCHBIM MyJTBTHANCIMITTTHAPHBIA TTOIXOI, BKITIO-
YaBIIIMIT CBOCBPEMEHHOE TTPOBEICHIE KOMITBIOTEPHO-TOMO-
rpacdudeckoii aHTrorpachur aopThl M MHTEPIIPETAIIIIO CO-
OTBETCTBYIOIINX JTAOOPATOPHBIX ITOKAa3aTeNeii, 00eCIIeumI
KOPPEKTHYIO OUATHOCTUKY W HampaBJIeHUE ITallMeHTKU
B IMpo(pmIbHOE KaparoXupyprudeckoe otaenaeHre. OmHako
OTCpPOUYCHHASI TUATHOCTHKA, CBSI3aHHASI ¢ OCOOCHHOCTSIMU
(peHOTHUTIA TTAIIMEHTKH, TIPEIOTIPECIIIIa HeOIaromprusITHBINA
JIeTaTbHBI cxon. Ha ocHOBaHMM BBHIIIIEU3IIOKCHHOTO MBI
PEKOMEHIyeM BHEIPEHIE PETY/SIPHOTO CKPMHIHTA AaMeTpa
AOPTHI C MCITOJIb30BAHNEM METOIOB JIyIEBOI TMATHOCTUKM
(mpenmoutuTesbHOo MP-aHrHorpadmu, mpu ee HEIOCTYII-
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