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T OY «IHcTnTyT cepus MO3 Ykpaitu», Kuis
2 HaujioHanbHa MeaMyHa akagemis NicnaaunioMHoi oceith imeHi M.J1. Wynuka, Kuis

Bunapok Xipypri4yHoro siikyBaHHA aHeBpu3Mmu
BUCXIiAHOrO Biaainy tTa ayrn aoptm
B NaLIEHTKM 3 HeKnacndikoBaHUM
3aXBOPIOBaHHAM CMONYYHOI TKAHUHM

AHeBpU3Ma rpyAHoi aopTn — OAHA 3 HAWUTAX4YMX MNATOMNOriN cepLeBOo-CyAMHHOT CMCTEMU. BUXXMBaHICTb NaLieHTIB
©e3 onepaTMBHOrO BTpy4aHHs npotsirom 5-10 pokis He nepeBuLlye 13-19 %. MowmpeHicTb PO3BUTKY aHEBPU3M rpya-
HOT @aOpTU MOCTIMHO 3POCTaE | CTAaHOBUTbL Ha Lel Yac npnbnmsHo 10,4 Ha 100 000 HaceneHHs B pik. PU3MK panToBoi
CMepTi HaA3BUYAMHO BUCOKUIN. EAMHUM CNOCOBOM 36epertu XUTTS XBOPOro € XipypridHe JlikyBaHHsA. TilbKM paHHS
AiarHOCTMKa Ta CBO€YacHa PEKOHCTPYKTMBHA Xipypris MOXYTb 3MEHLINTWN YacTOTy YCKNagHEeHb Ta 3HU3UTU NeTanbHICTb
npwv Ui natonorii. Y ctaTTi npeacTtaBneHo KAiHIYHWI BUNagoK ycniwHo npoonepoBaHoi B Y «IHcTuTyT cepus MO3
YKpaiHu» aHeBpU3MKN BUCXIGHOIO BiAAiNy Ta Ayrn aopTy B NauieHTKM 3 HekJlacndikoBaHUM CNafKOBUM MOPYLIEHHSAM
CMONYyYHOI TKaHUHW. [PoAeMOHCTPOBaHO TPYAHOLL AiarHOCTUKM CMafKOBUX CUHAPOMIB Ta BaXJIMBICTb CBOEYACHOTO
BUSIBJIEHHS CTUIM AM3eMOpioreHesy 3 MeTOO NPOBEeAEHHS MOrMnbIeHOro 00CTEXEHHS CTaHy CepLEeBO-CYANHHOI CUC-
Temu. MNpepcraBneHN KNiHIYHUN BUNaAOK 3aciyroBye Ha yBary y 3B'3Ky 3 TUM, WO caM (aKT BUABNEHHS aHEBPU3MMU
rpyaHOro BigAainy aopTu NOTpebye yBaxHOro 06cTexeHHs heHOTUNY Ta NOLYKY reHeTUYHO JeTepMiHOBaHOI naTonorii.
Pesynstat pocnigxeHHs deHOTUNY MIATBEPAXYIOTb CNagKoBy npupody BussBneHoi natonorii. MpeacraBneHe cno-
CTEepPEeXEHHS AEMOHCTPYE MOXIIMBICTb PO3BUTKY aHEBPU3MMW FPYAHOrO BiAAiny He TiNbkW B 0cCib 3 HeknacnpikoBaHNM
CMaIkOBUM MOPYLUEHHAM CMONYYHOT TKaHWHW 3 MapdaHonofibHNUM heHOTMNOM, a 1 MPU HU3L IHWKX CNafKOBUX
CMHAPOMIB, AiarHOCTUKA AKUX NOTPeOye 3HaHHS XapakTepHUX AN HUX 03HaK (PeHOTUNY Ta NPOBEAEHHS cneLianbHUX
DOCHiaXeHb.

Knro4oBi cnoBa: aHeBpu3Ma rpyaHoi aopTu, HeknacudikoBaHe crajkoBe NOopyLIEHHS CMOYyYHOI TKaHMHK, Map-
aHonofibHMI heHOoTUN, NPOTe3yBaHHSA aopPTH.
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q HeBpU3Ma TPYIHOI a0pTU — OfMHA 3 HaUTsKumX  [lommpeHicTs PO3BUTKY aHEBPU3M TPYAHOI AOpPTHU
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30epertu JKUTTsI XBOPOTO € XipypriuHe JiKyBaHHSI.
TisbKKU paHHS [MIarHOCTHMKA Ta CBO€YacHa PEKOH-
CTPYKTUBHA Xipyprisi MOKYTb 3MEHIIUTU YacTOTY
YCKJIQJIHEHb Ta 3HU3UTHU JIeTAIbHICTb IIPU 11l 1aTo-
Jiotii [2—4]. Bimomo, 1110 pO3BUTOK aHEBPU3MH a0PTH
Ta il posmapyBaHHS OCOOJMBO XapaKTePHUN IJIst
XBOpHX i3 cuHApoMoM Mapdana, Jlyica — [litua [5].
OpHak 1mo/1ibHe YCKJIaIHEHHST MOKe TPAILIATUCST TIPU
HU3III 1HIIUX CIAIKOBUX MOPYIIEHDb CIIOJIYYHOI TKa-
HUHWU, CePell SKUX, OKPIM CUHIPOMIB i3 MapgaHoIo-
MiOHUM (DEeHOTHUIIOM TPAIISAIOTBCS i Taki, SIK CHH-
npom Esiepca — /lansio, cimeiina aneBpusma rpy/IHOl
aopTu Ta Hu3Ka inmmx [1]. HaBegemo mpukiazn, 1mo
irocTpye TpyaHOII AndepeHIliantbHOol AiarHOCTUKN
PI3HOMAHITHUX CIIQ/IKOBUX CUH/IPOMIB, YCKJIQJHEHNUX
PO3BUTKOM aHEBPU3MH TPYIHOTO Bi/IILTY AOPTH.

KniHiyHuv BUNagok

[TamienTtka /I., 42 poxu, ckepoBana B /1Y
«Incrturyt ceprig MOJ3 Ykpainu» y 38’3Ky 3 BUSB-
JICHOIO TIPH 00CTEKEHHI TPUPOJIZKEHOIO BaIOIO CEPIISL:
JIBOCTYJIKOBUM a0PTAJbHUM KJIAIIAHOM 3 HEJ0CTAT-
Hictio III ctynens. [lamienTka npoTsAroM ocTaHHIX 4
POKIB Bi/I3HAYAE MOSIBY 33IUIMIKHU TP HANMEHIIOMY
(hisnuHOMY HaBaHTa)KeHHi, Taxikapaito. [Ipu obcre-
JKeHHI KOMAaHJZIOK KapioJioTiB Ta KapAioXipypriB
Y «Iucturyr cepuss MO3 Ykpainu» BUSBIECHO
HEeJI0CTaTHICTb aopTaibHOro kiaanaxa 11 crynens va
TJIi JIBOCTYJIKOBOTO A0PTAJIBHOTO KJIallaHa Ta JIuJia-
Tallifo BUCXiHOTO BiJiTy aOpTH, Y 3B’SI3KYy 3 UMM
6yJI0 PEKOMEHIOBAHO TOCIITAII3AIII0 0 IHCTUTYTY
LTSt TIPOBEJIEHHS OTI€PATUBHOTO JIIKYBaHHS.

Anamnes. 3i cTiB MaIieHTKH, CTIAKOBICTH 3a cep-
IIEBO-CY/IMHHUME 3aXBOPIOBAHHSIMU He O0TsIKEHa,
npodeciiHuX MKiAInBocTeil He 6y/0. Y NamieHTKu
MPOTSATOM YCBOTO JKUTTS BifICYyTHS MeHCTpyarid. I3
CYIyTHIX 3aXBOPIOBaHb: aBTOIMYHHUII THUPEOIIUT,
aTHUPeO3.

[l mpoBemeHHS OMEPATHUBHOTO JIIKYBAHHS
narienTka OyJia rocmitamizoBana. [1pu epBuHHOMY
OTJISAI TIpUBEpTaB yBary Hu3bKuii 3pict (139 cm),
Masa Maca Tima (33 kr), GpaxigakTuiis, rony0y-
BAaTUI BIATIHOK CKJIEP, CKOJIOTWYHA AedopMariis
xpebTa, Guiga ToHka mikipa. O0’€KTUBHO: CHUHYCOBa
Taxikap/is 3 4acToToio ckopouyeHb cepist 130 3a 1 xB,
aprepianpauii TCK 130/80 MM pT. CT., CUCTOIYHU
HIYM Ha a0PTaJbHOMY KJIATIAHI.

[Tpu tipoBeieHHI iIHCTPYMEHTAIBHUX 0OCTEKEHb
OTPUMAHO TaKi JIaHi.

Exoxapdiozpaghis: kombinoBaHa aopTajbHa Baja
3 nepeBakanHsAM HegoctaTtHocTi 111 crymensa na i
JIBOCTYJIKOBOTO a0PTAJbHOTO KJIANAHA, MAKCUMAJIb-
HUI TPAMiEHT TUCKY — 78 MM PT. CT., CEPEIHIN —
47 MM pT. cT. J{mnaraitiss BUCXiZAHOTO Bi/ILIY aOpTH
1o 4,8 (y Bi3yasizoBaHiii yacThHi).

Koponapoepaghis: arepockiepoTUUHUX ypaskeHb
KOPOHApHUX apTepili He BUSBJIEHO.

Mynvmucniparvua xomn’romepua momoepais
(MCKT) aopmu 6 epyouiii nopoxcuumi: TBOCTYJI-
KOBUI a0pTaJbHUI KJIAllaH, aHeBPU3Ma BUCXIi/IHO-
TO Bi/lily aopTH 3 TEPexo/ioM Ha JyTy [0 THpJa
MTiIKJTIOYMYHOI apTepii, 3BY;KeHHs cerMeHTa A [0
14,0 MM 3 HasgBHICTIO TIepernHy (KoapKrarlii) i Ha
piBHi boTtanoBoi 3B’s3KH, MOCTCTEHOTUYHUH JiaMeTP
aoptu no 21,8 MM, muartariis MpoOKCUMAIbHOTO Bifl-
Iy medorooBHOro ctoBOypa (mo 29x26,5 Mm),
JIiBOi 3aranmbHoi coHHoi aptepii (16,1 mwm) Ta aiBoi
migrmogrmanoi aprepii (10,9 mm) (puc. 7).

MCKT zonosnozo mo3ky: 3Balllijia MeHiHTiOMa
HaJl HAMETOM MO30YKa.

Y3/l opeanis manozo masa: TIMOMIa3isd MaTKH,
SIEUHUKU HE Bi3yasli3ylOThCS.

Y3/ wumonodionoi sanosu: Tinomiasis IuTo-
nozi6buoi 3amosu. lnodizapuuii Hauizm? (KoHcyoib-
TOBaHA €EHOKPUHOJIOTOM ).

Ozns0 oghmanvmonoza: necTpyKilist CKJIOBUIHOTO
Tis1a 060X OYeid.

3a pesyJsratamMmu 00CTEKEHHsI, TONPH AESIKi 0CO-
6smBoCTi (heHOTUITY TAIliEHTKH, OYJO MPHUITHITO

Puc. 1. lani MCKT. [1BoCTyNnKOBUM aopTasibHUW KnarnaH,
aHeBpM3Ma BUCXiAHOro BigAiny aopTu 3 nepexonqom
Ha Ayry A0 rypra nigKaio4Yn4yHoI apTepii, 3By)XeHHA
cermeHTa A fo 14,0 MM 3 HasiBHICTIO NepernHy
(koapkTauii) i Ha piBHi BoTanoBoi 3B'A3KMU,
MOCTCTEHOTUYHMMN AiamMeTp aopTu — Ao 21,8 mm,
Avnarauif NPoOKCUManbHOro BiaAiny njie4orosioBHOro
cTtoBGypa (Ao 29 x 26,5 mm), niBoi 3aranbHOI COHHOT
aprepii (16,1 mm) Ta niBoi NiAKNIOYUHHOI apTepil

(10,9 Mmm)
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Puc. 2. AHeBpu3Ma BucxigHoro Bipainy aoptm

3 nepexoaom Ha Ayry Ao rupina nigkaio4YmM4HoI apTepii,
Avnartaylis NPoKcMManbHOro Bigainy nne4orosioBHOro
ctoBOypa (Ao 29 x 26,5 mm), nNiBOiI 3aranbHOi COHHOI
apTepii (16,1 mm) Ta niBoI NiAKNIOYUYHOI apTepii

(10,9 mm)

pillleHHST TIPOBOJANUTH KOPEKITIIO0 a0pTaIbHOI BaJu Ta
MPOTe3yBaHH ANJIATAllil QOPTU.

6.06.2019 p. 6yJ10 BUKOHAHO OllEpaTUBHE JIIKY-
Banns. CepequnHa ctepHoTomis. byma Bizyamnizosa-
Ha aHeBpM3Ma BUCXIJHOTO Bi/UIIJTy aOPTH 3 TIepexo-
JIOM Ha JIyTy /10 TUpJia JiBOI MiJIKJII0YNYHOI apTepil, a
TaKOXK JIUJIaTOBaHI TPOKCUMAJIbHI Bi/I/IIJIN TIJIEYOTO-
JIOBHUX CYIUH (puc. 2).

ITigka0o4eHHS amapara IITY4HOTO KpPOBOOOIry
MPOBOIMJIA 32 CXEMOTO <«BHCXifHA aoprta (B 30HI

Puc. 3. Mpore3oBaHa BUCXigHa aopTa 3 Ayrolo CyANHHUM
npore3om MAQUET 28 x 10 x 8 x 8 x 10

AQHEBPU3MHU Ha 2 CM BWIIE BiJl CUHOTYOYJISIPHOTO
rpebHsi) — npase nepezacep/si»>. OCHOBHMUIT eTalt ore-
PaTUBHOTO BTPYYAaHHS BUKOHYBAJIM B yMOBaX TJIU-
60koi rinmorepmii 24 °C. TleperucHyTa aopra, Iore-
peyHa aopTOTOMist, 3aXUCT MioKap/a — aHTerpajaHa
ceJleKTUBHA (hapMaKOXO0JI0/0Ba Kapaiomeris (po3-
ynn «Kycromion» 20 mui/xr). Ilpu pesisii kopens
A0OpTH: KJIAMlaH JIBOCTYJKOBUI, CTEHO30BaHWH 3
BUPaKEeHUM (HiOPO30M, KaJIbIIMHO30M B OCHOBI CTY-
JIOK, MAJIOPYXJINBUH. BucideHo cTyJIK1 a0OpTaIbHOTO
KJIarmana.

Xipypriuuuii erarn JAyru aopTU IIPOBOJUBCS B
yMOBax IUPKYyJIATOpHOTO apemTy. Hamaromxkena
aHTeporpaana mepdysisg rosoBHOTO MO3KY (AIITM)
yepe3 OasoHHI Karerepu B OiremichepaabHOMY
peskuMi (10—12 mi/xr 3a 1 XB) i1 KOHTPOJIEM HeiH-
BasuBHOI 1epebpanbHoi okcumerpii (Somanetics
INVOS 5100C).

JliBa migkmounmuna aprepid mepetucHyTa. Ha
2 cM BUIIIE Bijl BIYOK KOPOHAPHUX apTepiil BUIIIEHO
Ta BUCIYEHO TKAHWHW AHEBPU3MATUYHO 3MiHEHOI
A0PTU BKJIIOYHO 31 CTEHO30BAHUM CeTMEHTOM A.
Jlist mpoTe3yBaHHs a0PTH MU BUKOPUCTAIU CUHTE-
THYHUN cyauHHui nporte3d ayru aoptu MAQUET
28x10x8x8x10 MM, AUCTANIBHUI aHACTOMO3
SIKOTO  OyJI0 HaKJIaJeHO 3 HU3XiJHOK aopTOIO.
[TepekaHIOJISAIiSE a0pTabHOI KaHOJI B OpaHiny
CYAMHHOTO TpoTe3a. BiHOBIeHa MOBHA Iepdy-
3ig. IloueproBo HakjazieHi aHACTOMO3U <KiHEIb y
KiHeIb» JIIBOI MiZIKJIOYMYHOI apTepii, JiBOI COHHOI
aprepii Ta OpaxionedanbHoro cToBOypa 3 Biano-
BigHMMK OpaHIaMu mpotesa. Jlaai BUKOHAHO IIPO-

Puc. 4. AlaHi nicnaonepauinHoi MCKT
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Te3yBaHHs aopTajsbHOro Kiamana St. Jude 21 3a
CTaH/IAPTHOIO METOJUKOIO, TICJsI 1IbOT0 HAKJIAJEHO
MPOKCUMAJIBHUI aHACTOMO3 CYIUHHOTO TIPOTE3a 3
KopemeMm aopTu (puc. 3).

3irpiBaHHA NAIIEHTKU 3iHCHIOBATN MOCTYIIOBO
1o 37,5 °C, MOHITOPUHT TEHTPATLHOI TeMIIEpaTypH
MPOBOMUJIA B CEYOBOMY MiXypi Ta HOCOTJIOTII. 3
METOIO TePMOPETYJIAIi TAIliEHTKA BUKOPUCTOBYBA-
JIM BOASTHUN MaTpail.

[TokasHUKK IITYYHOTO KPOBOOOITY:

— TPUBAJICTD MTYYHOTO KPOoBOOOITY — 121 XB;

— TpUBAJicTh epeTucKanusa aopt — 101 xB;

— MOBHUN IMUPKYJIATOPHUN apemT — 2 XB;
nupkyaatopauit apemrt 3 AIITM — 28 xB.

Y micasionepartiiiauii mepiosr CIIoCTePiTaIn eKkcy-
JMATUBHUN TIEPUKAPUT, TTPOBOAUIN TTYHKITIIO TEPH-
Kapa.

3a JaHUMHM TiCTOJOTIYHOTO JIOCTI/ZKEHHS oTepa-
iitHOTO Marepiany, OyJI0 BUSIBJIEHE IIATOCTPE PO3-
MTapyBaHHS CTIHKU aOPTH HA TJIi AUCILIA3il CIIOTyd-
noi Tkanmuu. [lepen BummcyBanuam 3i cramioHapy
xBopiit 6yJ10 Bukonano MCKT aopru (puc. 4).

Vei BumenepepaxoBati 0COOJIMBOCTI KOHCTHTY-
il /TO3BOJIAJIN 3AMEPEYUTH CHAAKOBI CHHIPOMHU 3
Mapdanonogionum GeHoTHIIOM, OIHAK TaBaJIN i/l
CTaBU [IJid TPOBENEHHS ANMDEPEHIIHOTO MiarHO3Y
MK ogHuUM i3 TumiB cuaapomy Enepca — [lamio
(HalGibI BipOTIAHUIT CYAMHHUN THIT), CiMeitHOi
AQHEBPU3MU TPYAHOTO BiJIIITY AOPTU, OTHUM i3 TUTIIB
HEIOCKOHAJIOTO OCTEOTEHE3Y.

Kongnixmy inmepecis nemae.

[TpencraBrennii KAIHIYHUH BUMAIOK 3aCTYyTO-
BY€ Ha yBary y 3B’d3Ky 3 THM, 1110 caM (DaKT BUAB-
JIEHHSI aHEeBPU3MU TPYIHOTO BiJIITY aOpTHU TOTpe-
Oye yBasKHOTO 0OCTEKEHHsI (DEHOTHITY Ta TIOIIYKY
TeHEeTUYHO JleTepMiHOBaHOI martosorii. Pedymabratn
JOCTIKEHHS (PEHOTUTY TiATBEPIKYIOTh CHATKOBY
pupoay BugBieHoi matosorii. Ha sxamb, moseky-
JIIPHO-TEHETHYHA JIIaTHOCTUKA O/THOTO 31 CIa/IKOBUX
CUH/IPOMIB, TII0 YacTO JieXKaTb B OCHOBI PO3BUTKY
AQHEBPU3MU TPYAHOTO Biiy aopTh, OyJia HEMOK-
JuBa. BifcyTHICTb BKa3iBOK Ha CiMeMHUI Xapakrep
3aXBOPIOBAHHS [IA€ TIi/ICTABW CTBEPKYBATH PO
CIIOPaJIMYHy MYTAllil0 OJIHOTO i3 TeHiB, 1110 Bi/lIOBI-
JIa€ 3a TPOAYKITito kosareny. OaHaK y 3B’3Ky 3 Bill-
CYTHICTIO TEHETHMYHOTO TiATBEpPKEHHS MU BBaska-
€MO MOKJIMBUM CTBEP/UKYBATH TPO HEKIACU(iKO-
BaHe CIAJKOBE 3aXBOPIOBAHHS CIOJYYHOI TKAHWHM,
IO TIPU3BEJIO /10 PO3BUTKY aHEBPU3MH BUCXITHOTO
BiIILJIy Ta JIyTW Q0OPTH.

BuUcHOBKM

[IpencraBieHe CrOCTEPEKEHHS JIEMOHCTPYE
MOKJTUBICTh PO3BUTKY aHEBPU3MU TPYAHOTO BiIILITY
He TLIbKU B 0cib i3 Hekaacu@ikoBaHUM CIIAAKOBIM
MOPYIIEHHAM CIOJIYYHOI TKaHWHU 3 MaphaHoro-
pi6nuM GeHoTUIIoM, a I IpY HU3ILH IHIIMX CHAaLKO-
BUX CHUHPOMIB, [iarHOCTUKA SIKUX TTOTPeOYE 3HAHb
XapaKTepPHUX [ HUX O3HAK (DEHOTUILy Ta MpoBe-
JICHH CIIeIiaJIbHAX JOCTIKEHD.

Yuacmv aemopis: konyenuis i npoexm pobomu — B.T., 0.3.; 36ip mamepiany — B.T., A.Ill., O.3., M.P., H.I',
oena0 nimepamypu, nanucauns cmammi — AL, M.P., H.I'.; kxpumuunuii 0zas0 mamepiany wo0o smicmy, peoa-

eyeanns mexcmy — b.T., O.3.
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Cnyqal7| XNpyprmvyeckoro ne4yeHnsda aHeBpm3iMbl BOCXogdaulero otaesia h ayrm aopTthbl
Y NaunNeHTKU C HeKJ'IaCCI/Iq)MLI,VIpOBaHHbIM 3aboneBaHmnem CoeNHNTENbHOW TKaHu

AHeBpU3Ma rpyaHOM aopTbl — OAHA M3 CaMbIX TAXENbIX MNATONOMMI CepAeUYHO-COCYANCTON CUcTeMbl. Bbixnaae-
MOCTb MauueHToB 6e3 onepaTMBHOrO BMellaTeNnbcTBa B TedeHme 5-10 neT He npesbiwaeT 13-19 %. PacnpocTpaHeH-
HOCTb Pa3BUTUS aHEBPU3M FPYAHOM aopTbl MOCTOSIHHO PaCTET U COCTaBNAET B HacTosilee Bpemsi npumMepHo 10,4 Ha
100 000 HaceneHus B roa. PUck BHe3amnHoM CMepTH Ype3Bbl4aiHO BbICOK. EAMHCTBEHHbBIM CNOCOBOM COXPAHUTL XU3Hb
©onbHOro ABnseTCs XxMpypruyeckoe neveHune. ToNbKO PaHHAS AUArHOCTMKA U CBOeBpeMeHHas PeKOHCTPYKTMBHas
XUPYPrUsi B COCTOSSHUM YMEHbLUUTb YacTOTY OCIOXHEHUI U NeTanbHOCTb NP 3ToW naTonoruu. B ctatbe npeactaBneHo
onMcaHne KIMHUYECKOro ciyyas ycrnewHo npoonepupoBaHHon B Y «HCTUTYT cepaua M3 YkpauHbl» aHeBPU3MbI
BOCXOASLLEro oTaena v ayru aopThl Y NauMeHTKN ¢ HeKnaccnuumpoBaHHbIM HacneaCcTBEHHbIM HapyLleHneM coeam-
HUTENbHOM TKaHW. NPOAEMOHCTPUPOBAHO TPYAHOCTU DEHOTUNNYECKON AUArHOCTUKWN HacneaCTBEHHbIX CUHAPOMOB U
BaXKHOCTb CBOEBPEMEHHOTO BbiSIBIEHWNS CTUMM AMC3MbproreHesa ¢ Lenbio NpoBeeHus yrinybneHHoro obcnenoBaHums
COCTOSIHUSI cepAe"YHO-COCYAMUCTOM cUCTeMbl. [peacTaBNeHHbIN KNMHUYECKUI Cllydal 3acy>X1BaeT BHUMaHWUS B CBA3N C
TeM, 4To caM akT oOHapyXeHUss aHEBPU3MbI FPYAHOrO OTAena aopThl TpebyeT BHMUMATeNIbHOro (peHOTUMNYECKOro
obcnefoBaHUs M Noucka reHeTUYeckn AeTepMUHMPOBAHHOM naTonoruu. PesynstaTbl heHOTUNNYECKOro UccneaoBa-
HUS NOATBEPXAAlOT HacNeACTBEHHYIO NPUPOY BbisBIeHHOW naTtonorun. NpeacraBneHHoe HabnoaeHWe AeMOHCTPU-
pyeT BO3MOXHOCTb Pa3BUTUA aHEBPU3MbI FPYAHOMO OTAENa He TONbKO Y NUL, C HeKflaccnPUUMpPOBaHHbIM HacneaCcTBEH-
HbIM HapyLleHUeM coeIMHUTENbHON TKaHU ¢ MaphaHoNogo6HbIM heHOTUMOM, HO U MPU LieJIoM psfe ApYyrux Hacnea-
CTBEHHbIX CUHAPOMOB, ANArHOCTUKa KOTOPbIX TPpeOyeT 3HaHUMN XapaKTepPHbIX AN HUX HeHOTUNMUYEeCKUX NMPU3HAKOB U
NpoBeAeHNs creunanbHbIX UCCIIeA0BaHUN.

KrnioueBble cJioBa: aHeBpM3Ma rpyaHOM aopThbl, HEKNACCUbULIMPOBAaHHOE HaceACTBEHHOE HapyLLIeHNe coeau-
HUTeNbHOW TKaHW, Map®aHonofoOHbIN heHOTUM, MPOTe3NPOBaHKE aoPTh.
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Case of surgical treatment of ascending aorta and aortic arch aneurysm
in a patient with unclassified connective tissue disease

Thoracic aortic aneurysm is one of the most serious pathologies of the cardiovascular system. Survival of patients
without surgery within 5-10 years does not exceed 13-19 %. Prevalence of thoracic aortic aneurysms is steadily
increasing and is now about 10.4 per 100,000 population per year. The risk of sudden death is extremely high. The only
way to save a patient's life is through surgical treatment. Only early diagnosis and timely reconstructive surgery are
able to reduce the percentage of complications and reduce mortality in this pathology. The article presents clinical case
of ascending aorta and aortic arch aneurysm in a patient with unclassified hereditary connective tissue disorder, with
successful surgical treatment. The difficulties of phenotypic diagnosis of hereditary syndromes and the importance
of timely identification of stigmas of dysbiogenesis are demonstrated. The very fact of detecting an aneurysm of the
thoracic aorta requires careful phenotypic examination and search for genetically determined pathology. The results
of the phenotypic study confirm the hereditary nature of the detected pathology. The presented case demonstrates
possibility of the development of thoracic aorta aneurysm in patients with unclassified connective tissue disorder with
Marfan-like phenotype, but also in a number of hereditary syndromes.
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