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BBEAEHUE

Paccnoenune aopTel — IKU3HEYTPOXKAIOLIEE COCTOSIHUE, KOTOPOE
BoisiBiigeTcss B 3-10 cinydasx wHa 100 ThIC. Hacenenus. Pactyimiee udmciio
TaKMX MalMEeHTOB 3acTaBJISIET OTHOCUTBCS K JTOMl mpoOieme ¢
NpUCTaIbHBIM BHUMaHueM. Oco0oe 3HaueHHe MNpPUOOpeTaeT 3HAYEHUE
AIUJEMHUONOTHSA, IJTHUOJIOTUM pacciloeHusi aopthl. boiee riybokoe
NOHUMAaHHE NATOPU3UOJOTUUYECKUX MPOIECCOB, MPOUCXOJAIIUX MPHU
paccioeHnu aopTHI IO3BOJISIET BbIpabOTATh ONPEICIICHHYO
HAaCTOPOKEHHOCTh y Bpauyel 10 OTHOIIEHHUIO K TOM AaTOJIOTUH, YTO, B CBOKO
ouepelb, MOKET CIIOCOOCTBOBATh 00JIee aJEKBAaTHOMY JUArHOCTUYECKOMY
MIOMCKY U CBOEBPEMEHHOMY OKa3aHUIO ITOMOIIN 3TOW KaTEropuu OOJIbHBIX.

B Hacrosiem yueOHOM MOCOOMHU pacCMOTPEHBI COBPEMEHHBIE TUATHO-
CTUYECKUE MOJAJIbHOCTH, TIOMOTAIOIINE TOCTABUTh KOPPEKTHBIN THATHO3 U
HAMETUTb MOAXOJIALLYIO JICUeOHYIO TAKTUKY JIJIs1 Ka’KJI0TO KOHKPETHOIO Ta-
nueHTa. JJaHHoe mocoOne MOMOraeT yCIEIHO CAMOCTOSTENBHO MOATOTO-
BUTHCSI K CEMUHAPCKUM U MPAKTUYECKUM 3aHSATHUSIM, MMOCBSIIEHHBIM 3a00-
JIEBAHUSIM T'PYAHON aOPTHI.

CtpykTypa U coaepkaHue€ JAHHOTO Y4yeOHOTrO MOCOOHs OTpa)aroT
MHOTOJIETHU/ ONBIT NPENOJaBaHus Ha Kadeape TOCIUTAIIbHOW XUPYPrUu €
KypcoMm cepaeuHo-cocyauctoi xupyprun DPI'BOY BO Cubl'MVY
Munznpasa Poccun nucuummnabel «CepaedHO-COCyaucTas Xupyprusp» Ha
JIe4eOHOM U MEeANaTPUIECKOM (aKyIbTETaX.



1. AMUIAEMHUOJIOIUSA U ECTECTBEHHOE
TEYEHUWE 3ABOJIEBAHUSA

YacToTa BCTPEUAEMOCTH PACCIOCHUS TPYJHOM aOpThl, B CPEIHEM, CO-
craBisieT 5—30 cinyyaeB Ha 1 mutH. HaceneHus B rof. [Ipu sTom daxT auc-
CEKIIMH OCTAETCs Hepacno3HaHHBIM Y 38% MallMeHTOB MPU MEPBUYHOM 00-
cienoBaHuu, a y 28% OOJbHBIX AMArHO3 yCTAHABIMBAETCS Ha ayTOICHH.
3a0oseBaHre B OCHOBHOM MOpakaeT Jrojei B Bo3pacte 50—70 ner, mpu
3TOM B 2—-3 pasza 4aile perucTpupyercss y Myx4uH. CTOUT OTMETUTH, YTO
KEHIIUHBI PEKE CTPAAAIOT OCTPOM aOpTAIBHOM MATOJIOTHEH, OJHAKO MPU
ATOM >KCHIIIUHBI UMEIOT JBYKPATHO OOJBIINNA PUCK JIETATLHOI'O UCXO0/a IO
CpPaBHEHHUIO C My>KUMHaMU. B OCHOBHOM, 3TO 00YCIOBJICHO HAJTUIUEM CKY/I-
HOW KJIMHUYECKOW KapTUHBI U, KaK CJIEJICTBUE, MO3JHEN THArHOCTUKOM 3a-
OomneBaHMs.

Octpoe paccioeHue TpyIHOW AOPTHI SIBJISIETCS YPTE€HTHBIM COCTOSI-
HUeM. JleTalbHOCTh MPU €CTECTBEHHOM JICYEHUHM OT PACCIOCHHS aOpPThI
Tumna A BCIEJICTBHE a0PTO-aCCOIMUPOBAHHBIX KaTacTpo(d cocrasiseT 48%
B MepBhIe ABOE CYTOK («1% B 4acy), a K KOHITy TIEpBOr0 MecsIa IOCTUTaeT
70—80%, 4TO TPEXKpPAaTHO MPEBBIIIAET PUCK CMEPTH OT OTIEPATHUBHOTO Jie-
yeHus. MeIuKaMEeHTO3HOE JIEYEHHE CONPOBOXKAAETCA JIETAIBHOCTHIO
50-70% B TedyeHue mepBOTO Mecsa u npusHaercs HeddhPekTuBHbIM. Jlo-
CTOBEPHBIMH TPEAUKTOPAMU JICTAILHOCTH TPU TAHHOM THUIIE PACCIOCHUS
a0pThI CYMTAIOTCS: BO3pacT crapiie 70 JeT, 3arpyIuHHbIe 00JIH, IIIOK, HATHU-
yye y malyeHTa TaMIIOHAJbl, a TaK)XKe PEerHCTpUpyemasi MaTojJorudyeckas
anekTpokapauorpadus. Y nepexuBmmnx 14 cyTok maiueHTOB CTEHKA A0PThI
CTAHOBUTCSI MEHEE XPYIKOM BCIEICTBUE YACTUUHOIO €€ «3aXKUBIICHUSD), HO
HApY>KHBIN CIION OCTaeTCa OCIa0JICHHBIM, YTO CO3JAET YCIOBUS I Auila-
TalluM ¥ aHEBPU3MATHUIECKOTO PACITUPEHUS aOPTHI.

JleTabHOCTE OCIOKHEHHOI'O TEUEHU NUCCEKIMU Thuma B cocrasisger
nopsiika 70% B TeUeHHUE EpBOTO MECAIA, a K KOHIY roja gocturaet 92%.
JlebuHUIIUS OCIOKHEHHOT'O PACCIOCHUS A0PTHI BKIIIOYAET B CE0S1 HATMUHE
00JIEBOTO CHUHJIpOMA, MIPOTPECCUBHOE YBEIMYEHUE PA3MEPOB HUCXOAIIECH



aopTsl (0osee 10 MM B roj1), COCTOSIBIIMIICS U YTPOXKAIOIIHI Pa3pbiB aOPTHI,
pedpakTepHyI0 TUIIEPTEH3HIO, 10K, Madblepdy3u0 BHYTPEHHUX OPraHOB
U KoHeuHocTel. Hanbosee 3HaunMbIM TPEAMKTOPOM CMEPTEIBLHOTO UCXO/1a
IIpU AUCCEKIINH TUTIA B siBsieTca Tak Ha3bIBaeMas «CMepTeIbHas TpUaaay:
TUIIOTEH3US/IIOK, OTCYTCTBUE 00JIEBOTO CHHIpOMA B J1eO0TE 3a00ICBaHUS
Y BOBJICUCHHE B PACCIOCHHE BeTBEeH aopThl. Pa3phiB aopThl, HHPAPKT MUO-
KapJia, BHCIEpaibHas Tunonepdys3usi, BHyTPHUYCPEITHOS KPOBOTCUCHHUE U
Cep/ieuHasl HEIOCTaTOYHOCTh — OCHOBHBIE NMPUYMHBI CMEPTHU PACCIOCHUS
aopThl. [Ipy HEOCIOKHEHHOM TEYEHUH paCCIOeHUs a0PThI THMA B, koTOpOe
BcTpeuaetcs B 70% ciaydaes, 30-mHeBHAs JeTaIbHOCTD gocTuraeT 10—13%.
XpOoHUYECKOE PacCIOCHHE aopThl TUma B XxapakTepusyercs oTHOCH-
TEJIHLHO JTOOPOKAYECTBEHHBIM TEUYEHUEM, CPEIHECPOUYHAs BBDKHBAEMOCTH
TaKUX TAIMeHTOB Ha (OHE MEIUKAMEHTO3HOT'O JICUCHHS COCTAaBIISCT
70-80%. IIpu nanHom Tumne auccekiuu y 20—-40% OO0JbHBIX B TEUEHHE
10-netHero mepuoaa UMEETCs CKIOHHOCTh K (POPMHUPOBAHUIO AaHEBPU3MBI
aopthl. [lo3qHuUl pa3pbeIB a0pThl, KaK IPUUYMHA CMEPTH, MOXKET JIOCTUTATh
40% ciydyaeB, MpU TOM OTMEUEHA 3aBUCHUMOCThH OT KOJIMYECTBA JIOKHBIX
ka"HayoB. Ilpu paccimoenun aopthl ¢ (HOpMHUpPOBAHHWEM JBYX KaHAJOB
(«double-barreled aorta») pa3psIB aopThl BcTpedaeTcs peke, 4eM IpHU pac-
clioeHuu ¢ opMHpOBaHHMEM MHOXKecTBa KaHaioB («Mmultibarreled aortay),
nuarHoctupyemoe B 4,9-9% ciyuaeB (puc. 1). Tak, 10-neTHsisi BbIKUBae-
MOCTh y marueHToB ¢ «multibarreled aorta» cocrapmsieT Tompko 18%.

Puc. 1. Mynomucnupanvhas KOMRbIOMEPHASL MOMO2PADUSL, AKCUATbHBIL CPE3.
A — pacciioenue aopTsl 1o tumy «double-barreled aortay,
b — paccnoenue aoptsl o Tumy «multibarreled aorta»
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TECTOBBIE 3AJIAHUSA
Buvibepume ooun npasunvhwiii omeem.

1. JETAJIbBHOCTb IIPU ECTECTBEHHOM JIEHEHUM  OT
PACCJIOEHMA AOPTBI THUIIA A IIEPBBIE JBOE CVYTOK
COCTABIJIAET

1)48% B uac

2)70% B yac

3)1% B yac

2. OCJIOXKHEHHOE PACCJIOEHUE AOPTHI BKIIFOUAET

1)60yieBOM CHHIPOM, IPOTPECCUBHOE YBEIUYCHHE pPa3MEPOB
a0pThI, COCTOSBIIMICS U YIPOXKAIOIINUMA pa3pbiB a0PTHI, pedpak-
TEPHYIO TUMEPTECH3UI0, MaJIbIIep(Py3ut0 BHYTPEHHUX OPTaHOB U
KOHEYHOCTEHN

2)00JIeBOM CHHAPOM, COCTOSBIIUHCS W YrpOXKAIONIMK pa3phiB
aopThl, MaTbIIepdy3UI0 BHYTPEHHUX OPraHOB M KOHEUHOCTEH

3)00aeBOI  CHHAPOM, IPOTrPECCUBHOC YBCIMUYCHHUE pPa3MEpOB
aopThl, pePpakTEepHYIO TUIEPTECHIUIO

3. PA3PLIB AOPTBI TP PACCJIOEHNHA AOPTBI C
OOPMHUPOBAHUEM JIBYX KAHAJIOB II0 CPABHEHHIO C
OOPMHUPOBAHNEM MHOXECTBA KAHAJIOB BCTPEHAETCA

1)gare

2)pexe

3)c Tako# ke 4acTOTOM



2. AHATOMO-MOP®OJIOT'MYECKHUE OCOBEHHOCTH
I'PYJIHOU AOPTBI

AopTa, SIBASACH MAaruCTPAIbHBIM KPOBEHOCHBIM COCYJIOM, HAUMHAETCS
OT a0PTaIbHO-’KEJIYJOUYKOBOIO KOHTAKTa U BBINOJHIET QYHKIUIO TeMI(pu-
PYIOIIEH COCYIUCTOMN TPYOKH.

Xupypruyeckass aHaTOMUSI TPYAHOU aoOpThl UMEET BaXKHOE KIMHUYE-
CKOE 3HAYCHHE M BBITVIAIUT cleayromuM obOpa3zoMm (puc. 2): 1 — KopeHb
aopThl (cuHychl BanbcanbBbl); 2 — CHHO-TYOyJIsIpHOE COEAMHEHNUE; 3 — TY-
OyJsipHasi 4acTb BOCXOJSIIEH aOpThl (CETMEHT aOpThl MEXKIY CHHO-TYOY-
JSIPHBIM COEIMHEHHEM M OpaxuoredanbHbIM CTBOJOM); 4 — myra aopThl
(cerMeHT aopThl MexIy OpaxuonedaabHbIM CTBOJIOM M MEpEHICHKOM
aopThl) — HUCXOJAIIAsA a0pTa (PACCTOSTHUE MEXAY MEPEIICUKOM aopThl U
nuadparmoi).

Jlyra aoptsl

A

Bocxonsias
aopra
CuHory6ynspHoe

v COCAMHEHHE

Kopenb

a0pPTHI Cunychl Banbcanbb Hucxonsias I'pynunas
' HY

aopTta aopra

Oubpo3Hoe KOJIBLIO
A0PTAILHOTO KJIaNaHa

Juadparma \
> T 1
CynpapeHalbHbIH
oTaen

v bplouHas
4 aopra

WHbpapeHanbHbIiH
oTaen

A,

Puc. 2. Xupypeuueckas anamomus aopmet. 1JIA — npaBast BeTBb JierouHoi aptepuu (Erbel
R, Aboyans V, Boileau C et al. 2014 ESC Guidelines on the diagnosis and treatment of aortic
diseases Document covering acute and chronic aortic diseases of the thoracic and abdominal
aorta of the adult The Task Force for the Diagnosis and Treatment of Aortic Diseases of the
European Society of Cardiology (ESC) European Heart Journal. 2014;35:2873-2926
(https://doi.org/10.1093/eurheartj/ehu281)
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MUKpPOCKONMYECKH aopTa MPEACTABISIET COOOM JOIBHO CIIOXKHBIA Op-
ra. Ero crenka umeer tpexciorHoe cTpoeHue (puc. 3). TolmuHa CTeHKH
B BOCXOJISIIIIEM OTJIEJIE COCTABISET MPUOIU3UTEIHHO 2 MM.

NuTtnma ipeacraBisieT co00i MeTa00JIMIECKU aKTUBHBIN OTHOPSTHBIN
SHJIOTEJIMANBHBIA CIOM, MOAAECPKUBAEMBIN PHIXJIBIM COCIMHUTEIIBHOTKAH-
HBIM TIOJICJIOEM, KOTOPBIM MO3BOJIIET MHTUME JIBUTaThCS OTHOCHUTEJIHHO
MEJIUM TIPU PACTSHKECHUU U COKPALIEHUH a0OPThI BO BpEeMs KaXI0T0 cepiey-
HOIo 1ukia. B orcyrcTBUe popManbHON BHYTPEHHEH 2JIaCTHUUECKOM MEM-
OpaHbl 3TH OTPOCTKU COSTUHAIOT HHTUMY CO CPEIHEN 000JI0UKOM.

Cpennss 000104Ka (MeAMATBHBIN CJIOH) UTPAET OCHOBHYIO POJIb B 3Jia-
CTUYHOCTA W MNPOYHOCTH AOPTaIbHOW CTEHKHU. ToJllMHA MEAUU MaKCH-
MaJibHa B BOCXOJISIIEM OTJAEJE aopThl (B cpeHem, e€ Toamuna 1,2 Mm) u,
YMEHBIIASICh B JIUCTAJIbHOM HAIPABJICHUM, COKPAIAETCS HAIMOJOBUHY Ha
ypoBHE OproiHON aopThl. CTPYKTYPHBIMU KOMIIOHEHTaMU CPETHETO CJIOS
ABJISIFOTCS DJTACTUYECKHUE U KOJIJIAr€HOBBIE BOJIOKHA, COCTABIISIOUIUE 110 OT-
nenabHoctu 1o 20—30% o01iiero o0bemMa CTEHKU a0pThI. [ J1aIKOMBITIIEYHBIE
KIIETKA COCTAaBIAOT 5%. ['NagKoMbIllIeUHble KIETKA — €JIUHCTBEHHBIE
KJIETKWA MEJIUU, SIBJISIOIIMECS HCTOYHUKOM BCEX COCTABIISIOUIUX 3TOTO CIIOS,
Toraa Kak (puopoOnacTel B cpeiHEN 000JI0YKE B HOPME HE BCTpeyaroTcs. B
BOCXOJISIIEM CETMEHTE AOPThI TJIAJIKOMBIIICYHBIE KIETKH PACHOJIOKEHBI
KOCO, o0ecrieurBasi MOBBIIICHHYIO MPOYHOCTD. JlucTanbHee OHM paciiojara-
IOTCSl IUPKYJISIPHO, TEM CAMBIM BBITIOJTHSISI POJIb KPYTOBBIX MBIIII. DIaCcTH-
YECKUE MIIACTUHBI NPEACTABIAIOT COO0M KOHIIEHTPUUYECKHU PACIIOIOKEHHBIE
(deHecTpupoBaHHbIE MeMOpaHbl (JIaMeJUIbl), KOTOPBIE COCTOAT U3
45-55 cnoeB (heHeCTpUPOBAHHBIX, MIACTUHYATHIX AJTACTHUYECKUX BOJOKOH,
C BIUIETEHHBIMU KOJIJIAr€HOBBIMU BOJIOKHAMU U KOHIIEHTPUYECKH PaCIIOJo-
KEHHBIX TJIAJKOMBIIICYHBIX KJIETOK, OTBETCTBEHHBIX 3a CHUHTE3 U pacma
snacTuHa. JlamenmnspHble eIUHUIBI CKPEIJICHBI MEXY COO0M MEHBIIUMU
0 pa3Mepy IACTUYECKUMU BOJIOKHAMU — (QUOPUIITUHOM- 1, 4TO TO3BOJISIET
YCHWINTh MPOYHOCTh A0PTAIbHOM CTEHKH. DJIACTUYECKHE BOJOKHA, COJEP-
KAHUE KOTOPHIX MAaKCHUMaJbHO B BOCXOJSIIEM OTJENE a0pPThl, UMEIOT
CKJIOHHOCTb K PAaCTSATHBAHUIO U MOTYT 0€3 pa3phiBa YIJIUHATHCS B 2—3 pa3sa,



YTO MO3BOJISIET A0PTAJIBbHOU CTEHKE OBITh PACTXKUMOM U 3macTuuHOu. KoJi-
JJAr€HOBBIE BOJIOKHA IIPEBBIIAIOT KECTKOCTh 3JIACTUHOBBIX BOJOKOH B
5000 pa3. X posib COCTOUT B MOAAEPKKE LEITOCTHOCTH a0PTHI U IPOTUBO-
CTOSITh CHJIaM Ha CIBUT BO BpeMs BHIOpOCA KPOBHU U3 JIEBOTO >KEIIyJOUKa.
MenuansHas 00o0JiouKa OTTpaHWYEHA HAPYKHOM 3JIaCTHUECKON MemOpa-
HOM.
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Cnupa/sibHO PacrnonoKeHHble
BOJIOKHa aABEHTULIMA/IbHOIO C/10A

e ——

Npe=———s

= -

[TonepeyHo pacrnono:KeHHble
BOJ/IOKHA MegnasibHOro c/sofa

CnnpanbHO pacrnosio:KeHHble
BOJ/IOKHA UHTUMDbI

KonnareHoBble BO/IOKHA
Hapy:kHasa 31actMyHan membpaHa
KonnareHoBbie ¢pubpunbl
NafikomblLLIEYHbIE KNETKU
3nactnyeckue dubpunnol

BHYTpeHHAA 3nacTuyeckana membpaHa

JHAOTEe/INANIbHbIE K/IETKU

Puc. 3. Cmpoenue aopmanvHoti cmenKu
(amantuposano mo Tsamis A., Krawiec J.T., Vorp D.A. 2013 Elastin and collagen fi-
bre microstructure of the human aorta in ageing and disease: a review. J R Soc Inter-
face 10: 20121004)

Camas HapyxHas, aJBeHTUIIMATbHAsE 000J0YKa COCTOUT U3 CJIOS KOJI-
JareHa M COeIUWHUTENbHOW TkaHU. OHa oOecrnedynBaeT OOJBUIYIO YacTh
MMPOYHOCTH HA PACTSKEHUE CTCHKH A0PTHI U, SBISISICH TMHAMUYECKOMN Cpe-
JIOM, TTPUHUMAET AKTUBHOE y4aCTHE B TOMEOCTa3€ aOpTaJIbHOW CTEHKH.
Vasa vasorum, Haxosuyecs: B aJIBEHTULIMATbHONM 000J0UKEe U, YACTUYHO,
B HApy>XHOM TpEeTH MeIHWH, OOECIEeUYMBAIOT MUTAHHE BCEH COCYIHUCTOM
CTEHKH, KOTOpasi He MOXKET MoJIaraThCs UCKIIOUUTENRHO Ha T Py3uto mMu-
TaTeJIbHBIX BEIIECTB U3 KPOBH, HAXOJAIICHCS B IPOCBETE A0PTHI.
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TECTOBBIE 3AJIAHUSA
Buvibepume ooun npasunvhwiii omeem.

1. TPYJIHASA AOPTA ITOJAPA3JEJIAETCA HA
1)3 cermenra
2)5 cerMeHTOB
3)7 cerMeHTOB

2. OCHOBHYIO POJIb B DJOJACTUYHOCTU M ITPOYHOCTHU
AOPTAJIBHON CTEHKU UTPAET

1)uHTHMA

2)MeTHaIbHBIN CITIOMH

3)aIBEeHTUITUATBHBIN CITOM

3. VASA VASORUM YYACTBVYET B IITUTAHUU
1)aIBEeHTULIMATILHOTO CJIOS
2)aIBEHTHIIMAILHOIO U MEAHAIBHOIO CJI0S
3)Bceii a0pTaIbHON CTCHKH
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3. 9THOJIOT' U PACCJIOEHUSA AOPTHI

OCHOBHBIMU (paKTOpaMU PUCKA PA3BUTHS PACCIOCHUS IPYIHON a0pThI
Y TIOCTEIYIOIIMX OCHOKHEHUU SIBJISIFOTCA BO3PACT, KyPEHUE, XPOHUUECKHUE
3a00JIeBaHUs JIETKUX, apTepUalibHAs TUNIEPTEH3UsA. ApTepuaabHas TUIep-
TEH3US SBJSETCS HauOoJiee BAXKHBIM MPEAPACTIONAraloliM K PacCIOCHHUIO
aopThl (hakTOpoM y 00ibHBIX mociie 40 eT. 'unepreH3us perucTpupyercs
y 70—-80% mnanueHToB ¢ aucceknuei aoptel tuna A u toibko y 35-50%
OonBHBIX C pacciioeHueM Tuna B. IToBbiieHHOE apTepUaibHOE JTaBJICHHE
BBI3BIBAET YPE3MEPHOEC MEXAHMYECKOE U METabOJNYeCKOe HaNpsHKCHHUE B
a0pTAILHON CTEHKE, OCOOCHHO B MEIUHU, KOTOpasi MMPOTUBOCTOUT apTepu-
albHOMY J1aBJ€HUI0. POJIb TUIIEPTEH3UH XOPOLIO WITFOCTPUPYETCS PEIIKO-
CTBIO CITy4aeB PACCIOCHUS JIETOYHON apTepUH, KOTOPOE CIYyHAETCS JIMIIb
IIpU JIETOYHOM TUNEepTeH3uu. Takke 0OHApYyX EHO, YTO PUCK PACCIOCHHS
A0pThl HAMHOTO BBIIIE Yy OOJBHBIX MPOTPECCUPYIOIEH U 37T0Ka4YeCTBEHHOM
runepreH3uei. IcTnHHasg yactota THIEpTEH3UU B OCTPYIO CTaJUI0 Pacciio-
€HUSI MOXKET OBITh JaKe BBIIIE, TOCKOJBbKY MAaCKUPYETCS IIIOKOM.

B nHacrosiee BpeMs ps HCCIEA0BATENEH YIASISAIOT IPUCTAIBHOE BHH-
MaHHE TaK Ha3bIBAEMbIM «T€OMETPUUECKUMY» MapaMeTpaMm B KauecTBe (hak-
TOPOB PUCKA PA3BUTHUSI aHEBPU3M AO0PThI, K KOTOPHIM OTHOCAT, KpOME AMa-
METpa aopThl, TAKXKE CTENEHb €€ AJOHTaIMU. BbUIO yCTaHOBIIEHO, YTO C
BO3PACcTOM BOCXOJSIIIMNA OTJET U JIyra aOpThl YBEIUYUBAETCS HE TOJBKO B
MOIMEPEYHUKE, UTO SBJISIETCS OCHOBHBIM BEKTOPOM €€ POCTa, HO TAKXKE U B
OPOJOJBHOM HANPABJICHUH. Y NIMHEHUE a0PThI ACCOLUUPYETCS C MOTEpEn
MPOAOJIBHON YIIPYTOCTH, BCIEICTBUE PA3PYILICHUS 31aCTUYECKUX BOJIOKOH,
B PE3YJIbTATE YETO BO3PACTAECT HAMPSKEHUE HA CTEHKY. JTO B COBOKYITHO-
CTH SIBJISICTCS] TOTEHIIMAIBHBIM (PAKTOPOM PUCKA PACCIOCHUS a0PThI. bbLI0
YCTAHOBJICHO, YTO OAJIOHTAIlMSl HEPACIIMPEHHOW BOCXOSIIECH aOpThl OT
YPOBHS CHUHO-TYOYJISIpHOTO TpeOHsI A0 OpaxuoliedaibHOro CTBOMa Oojee
90 MM MOET OBITh MPOBOIUPYIONIUM (DAKTOPOM B OTHOIIIEHUH PACCIOCHUS
aopThl TUIA A. A yIJIMHEHUE AYTU aopThl Oosiee 50 MM C BBICOKOM J0JIeH
BEPOSATHOCTH MPEAPACIIONATraeT K PaCCIOCHHUIO a0pThl TUNa B.
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CyI1ecTBYIOT JaHHBIE O TOM, UTO KPUBHU3HA A0PTHI TAKXKE SBIISICTCS O/I-
HUM U3 (DAKTOPOB pUCKA pa3pbiBa U paccioeHus aopThl. Tak, mocTpoeHHas
Poullis M.P. et al. maTemaTHueckast MOIEITb IPOAEMOHCTPHUPOBAJIA, YTO MPH
HEpaCUIMPEHHON a0pTe U HOPMAIbHBIX TEMOJIMHAMUYECKUX XapaKTEPUCTH-
KaX BbIpaK€HHAas KPUBW3HA JAYTH aOPThl MOXKET CIPOBOIIMPOBATH JAUCCEK-
IIAI0 a0pThl. MeXaHU3M Pa3BUTHS PACCIOSHUS TIPH ATOM BapHUaHTE 3aKIIIO-
94aeTCcsl B TOM, YTO BBIOpAChIBAGMBINM M3 JICBOTO JKETyJA04YKa MOTOK KPOBHU
«YTIUPACTCS» B U3TMO A0PTHI U O0YCIOBIMBAET JIOKATU3AIUIO TPOKCUMAITh-
HOH (heHecTpanuu Ha ypoBHE OpaxuoredalbHOTO CTBOJIA.

Pa3pbiBbl MHTUMBI B 30HE CUHO-TYOYJIIPHOT'O COEIMHEHUS, BEPOSTHO,
umeroT apyroe npoucxoxacuue. Beller C.J. et al. ony6nukoBamu pes3yiib-
TaThl KJIWHHUKO-3KCIIEPUMEHTAJIbHOW pabOThI, JTOKA3bIBAIOIIME, YTO CH-
CTOJIO-TMACTOJIMYECKHUE JIBH)KCHHUSI KOPHS aoOpThl, OOYCIIOBJICHHBIE COKpa-
IIICHUEM J>KEJTyJ0YKOB, OKa3bIBAIOT MPSIMOE BJIUSHHE HAa MEXaHUYCCKUH
CTpecC CTeHKU aopThl. [Ipu 3TOM oTMEuaeTcs, 4YTo MPOAOJIbHOE HaIpsiKe-
HUE KPUTUYECKHU YBEJIIMUMUBACTCS B BOCXOIAIIEM OT/ACNIC a0PTHI (4yTh BHIIIIE
CUHO-TYOYJISIPHOTO COEAUHEHHUS). ITO, MPEANOIOKUTEIHLHO, MOKET OBITH
MPUIMHON IUPKYJSIPHBIX Pa3pbIBOB HHTHUMBI, YTO OCOOCHHO YacTO pPeru-
CTpHpYyEeTCsS B 3TOW 30HE. J[BMKeHHE KOpHsI aopThl B KadecTBe (pakTopa
pHUCKa TUCCEKITUN a0PTHI UTPAST HE MEHBIIIYIO POJIb, YEM TUIIEPTOHUS. Y Be-
JUYCHHAs )KECTKOCTh a0OPTaJIbHON CTEHKHU ellie OOJIbIIe YCUIMBAET HaIpsi-
’KEHHE Ha CTEHKY aOpThI, CO3/1aBaeMOe TP ABUKEHUU KOPHSI.

CyI1ecTBYIOT TPYyAbl, U3YUaIOIINE aIbTEPHATUBHBIC MEXaHU3MBI TTOTIE-
PEUYHBIX pa3pbIiBOB MHTUMBI. CornacHo 3akoHy Jlamiaca u ypaBHeHuto bap-
JIOy CTE€HKa aopThl, KaK IMIJIMHAPUYECKAsT MOJIEIb, UCIIBITHIBACT HAIPSIKE-
HUE, KaK B MPOJIOJILHOM, TaK M B IMOMEPEYHOM HampaBieHUAX. [[0CKOIBKY
JUTSI TIPOKCUMAITBHOM (DEHECTpAIMK a0PThI XapaKTEPHO IUPKYISIPHOE IT0-
BpPEKICHUE MHTUMBI, TIPENOJIaracTcs, 9YTo B JAaHHOM CJTydae HaOJIr01aeTCs
npeoOagaHue MPOI0IBLHOTO HAIMPSHKEHUS CHI HaJ TIOTICPEYHbIM. JTa TH-
noTe3a MOJTBEPKAAETCA TEM, YTO JeMI(UpOBaHUE AOPTATBLHOM CTEHKOMN
OCCIWIJLIAIINI JIaBJICHUS, 00YCIIOBJICHHBIX HHTEPMHUTTHPYIOIINM BRIOPOCOM
neBoro skenynouka (3¢dext Bunuakeccens), NEUCTBYIOT B MPOI0JIHHOM
HaIpaBJICHUH.
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N3ydeHo BIMSHUE HE TOJIBKO OTACNIBHBIX (PAKTOPOB, HO U PA3IMUYHBIX
MaTOJIOTHYECKUX COCTOSTHUNM Ha OPMHUPOBAHUE PACCIOCHUM a0pThl. Takue
XpOMOCOMHBIE aHOMaJIMU, Kak cuHIpoM Mapdana, Jlotica—/{uTia, Dnepca—
Hanioca, TepHepa u Opyrue, a TakKe BPOKICHHBIE AHOMAIUU PA3BUTHS
(OMKycUAaIbHBIN a0pTaIBHBIN KiIanaH, KOapKTallks a0pThl), IeTeHEepaLus
MEJIMU, PaBHO KaK U aTepOCKIIEPO3, BOCHIAIUTENbHBIE 3a007€BaHUs A0PTHI,
TpaBMa, OEPEMEHHOCTh UTPAIOT 3HAUUTENIbHYIO POJb B KAUECTBE Mpeapac-
noJjiararoimux (pakTopoB pa3BUTHUS PACCIOCHUS TPYAHON aOPTHI.

Cunopom Mapghana

Cunnpom Mapdana — ayTOCOMHO-AOMUHAHTHOE HACTEACTBEHHOE 3a-
OoJieBaHWE COCTMHUTEILHON TKaHU C BBICOKOM MEHETPAHTHOCTHIO U BapHa-
OCJIbHOCTBIO DKCIIPECCUU TEHOB, IMPOSBIISIONICECS MYJIbTUCUCTEMHBIMU
HapyleHusMH (puc. 4).

YactoTa BcTpeuaeMoCcT JaHHOTO cuHapoma cocTasisier 1 Ha 10 000
BCEX reHeTnueckux HapymeHuit. Cunapom Mapdana xapakTepuszyercs My-
tamusmu B TeHe FBN 1, kogupyromero ¢ubpummma-1. [loqoOubIe MyTarun
BEIYT K YPEe3MEPHOU IKCIPECCUN MATPUUYHBIX METAJJIONPOTEHHA3, pa3py-
MIAIOMMX KOMIIOHEHTHI JKCTpareunoiasipaoro marpukca (O1[M). boinee
TOTO, HETABHO ObLT UACHTU(PUIIUPOBAH BTOPOH JOKyC cuHApoMa Mapdana
— TpaHchopmupyronmii paktop pocta 6eta perentopos tuma Il (TGFBR2).
MyTarus B TOM reHe MPUBOJIUT K aHOMAJIMHU CUTHAJIMHTA TpaHCPOPMHUPY-
romero akropa pocra 0era (TGF), koTopblii 0TBeYaeT 3a KIETOYHYIO
nposmdepanuio, nuddepeniuanuio, anonto3 u Gopmupoanue M. Ta-
kuM obpazom, mytauuu B reHax FBN1 u TGFBR2 cnocoOcTBYIOT nereHe-
paiy MeIUu aopThl, KOTOpasi, B KOHEUHOM HTOTE, MMPUBOJIUT K PACIIHpE-
HUIO U PACCIOCHUIO a0PTHI.

XUpypruyeckoe JIeUeHNe Y JaHHBIX MAIlMeHTOB OOBIYHO BBITTOTHACTCS
IpU AUAMETPE BOCXOIAIIEH a0pThl MeHee S0 MM. DTO CBSI3aHO C BBICOKOU
BEPOSATHOCTBIO IUCCEKIIMK A0PTHI y 3THX MAIIMSHTOB MTPH MEHBIIINX pa3Me-
pax BOCXOMSAIIEH a0OpPThI, UeM Yy JIPYTHX MaIlMeHTOB.
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Puc. 4. @enomunuuecxue nposenenus cunopoma Mapgana.
a— oOmumii BUJI marenTa, b — pectus excavatus, C — moABBIBUX XpycTanuka, d — rumep-
MOOWJIBHOCTh CYCTaBOB, € — apaxHomakTuius, f — aneBpu3ma xopHs aopTtsl (1 — aop-
TaJIBHOE KOJIBIIO0, 2 — CHHYCBI BasibcanbBbl, 3 — cuHOTYOysipHOE coenurenue) (Daniel
P Judge, Harry C Dietz. Marfan’s syndrome. Lancet 2005; 366: 1965-76.
doi: 10.1016/S0140-6736(05)67789-6)

Cunopom Jlouca—/Jumua (Loyes—Dietz)

Cungpom Brepseie onucad B 2005 rogy. Ero oTHOCAT K ayTOCOMHO-
JOMHUHAHTHOMY 3a00JIEBAHHMIO, KOTOPOE XapaKTEepU3YyeTCs KIMHHYECKON
TPUAZON CUMIITOMOB: apTEPUATbHON W3BUTOCTHIO U aHEBPU3MAMH, TUIIEP-
TEJIOPU3MOM U PACIICIIIICHUEM S3bIYKA WITH paciieruieHneM Héba (puc. 5).

CunHzapoM pa3BUBaeTcs B pe3ysibTaTe MyTalluid B TpaHCPOPMUPYIOIIEM
daxTope pocta 6eta perenitopoB | u |l Tunos (TGFBR1 u TGFBR2). Ap-
TepuaibHas U3BUTOCTh MOKET OBbITh BBISIBJICHA BO BCEX COCYIUCTBIX Oac-
ceiiHax, HO HaumOoJIee YacTo MOopa)KaeT COCY bl TOJIOBHI U 1ieu. KpoMe u3-
MEHEHHI CO CTOPOHBI CEPACYHO-COCYAUCTON CUCTEMBI, Y 3TUX MAIIUEHTOB
ONpeNeNsAeTCS NUPOKUN CHEKTP HAPYUIEHUN CO CTOPOHBI IPYTUX OPTaHOB
U cucTeM: OapXxaTucTas U Nnpo3payHas Koxa, ToJayOble CKIEphl, peTpOrHa-
Tus, GyHKIMoHUpyromuii ductus arteriosus, Mexxnpeacepaabie 1eheKThl, a

TAKXKC ITOPAKCHUA CKCJICTHOM CHUCTEMBI U runeprnoaABUKHOCTL CYCTABOB,
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aHAJIOTUYHBIE TEM, KOTOPhIE OTMEYAIOTCS Y MAIIMEHTOB, CTPAIAFOIITUX CHUH-
apomoM Mapdana. Mopdonoruueckast kKapTuHa Npu JaHHOM 3a00JIeBaHUU
B OCHOBHOM CXO0a C TakoBO# mpu cunapome Mapdana. OgHako Nnpu CHUH-
npome Jloica—/[uTia BaKHOW OTIUYUTEIIFHON OCOOCHHOCTBHIO SBISETCS HE
KHCTO3HasA, a qudy3Has nereHepanus MeAUu aopTalbHON cTeHKHU. Jud-
¢dy3Has nereHepanus XxapakTepusyercs pparMeHTaIuen uim moTepeu mpe-
UMYIIIECTBEHHO MHTPAJaMEIIIPHBIX 3JIACTUUECKUX BOJIOKOH. B TO Bpems
KaK MPU KUCTO3HOM JACTCHEpAIlMi MEIUU B MATOJOTHYECKUN MPOIECC BO-
BJICUEHBI MEKJIAMEJUIAPHBIE JIACTUYECKHE BOJIOKHA.

Puc. 5. Knunuuecxkue nposeieHus nayuenmos c¢ cunopomom Jlotica-/{umya.
A — TIOJTOXKHUTENbHBIN CUMIITOM O0JIBIIOTO Majbiia (mpu3Hak Steinberg), B — cumnrom
samsacths (mpusnak Walker-Murdoch), C — nedopmarus cron (metatarsus adductus),
D — bifid uvula, E — runeprenopusm, F — MHOKECTBEHHbBIC aHEBPH3MbI U3BUTOCTH ap-
tepuii, G — aneBpu3ma aopthl, H — nmoxxHas aneBpusma aoptsl, | — TopakoadgoMHUHAIIb-
Has aneBpu3ma (Luo M, Yang H, Yin K, et al. Genetic testing of 10 patients with fea-
tures of loeys-dietz syndrome. Clinica Chimica Acta 456 (2016) 144-148.
doi: 10.1016/j.cca.2016.02.005)

16



Cocyaucteie nopaxenus nipu cuaapome Jlorica—/{uTtina uMer0T 0co-
OCHHO arpeCCUBHOE TEUCHHE U IPUBOIAT K CMEPTEILHOMY HCXOTy MalleH-
TOB, B CpelHEM, K 26 romam. Tak, y 98% manueHTOB pa3BUBAECTCS aHE-
BpU3Ma KOPHS aopThl, a AUCCEKIHS aopThl oTMedaeTcss y 70% OOJbHBIX,
CpPEIHHUM BO3PACT KOTOPBIX COCTABJSIET ulb 37 jmer. OTmMeueHo, 4yTo pac-
CJIOEHHE A0PTHI Y 3TOM KATETOPUU NMAIIMEHTOB BCTPEUAECTCS MPU THAMETPE
aoOpThl MEHEE 5 CM, MOATOMY OINEPATUBHOE JICUCHUE TMOKA3aHO MpHU JIHa-
METpPE BOCXOAIICH a0pThI 10 42 MM.

Cunopom Inepca-/annoca (Ehlers-Danlos)

Cunnpom Dnepca-Jlannoca IV tuna (cocynucras popma) cuntaercs
peakuM 3a0oeBaHneM coeauHuTenpbHOM TKanu (1:5000) ¢ ayTocomMHO-710-
MHUHAHTHBIM TUIIOM HAcJE€JOBaHMS, KOTOPOE BHI3BAHO MYTAIUSIMU B T'€HE
COL3ALI, oTBeTcTBeHHOTO 3a KoaupoBanue kojmareHa |l tuna. Ilatorene-
TUYECKUU MEXaHU3M MYTAIlUK COCTOUT B CIEAYIOIIEM: Ne(PEKT KoJIareHa
Il Tuma BiaMsAEeT Ha BKIIOYEHUE IPYTMX KOMIIOHEHTOB MUKPOQUOPUILT B
CpEeIHIOI 000JIOUKY CTEHKH aOpThl, TAKME KaK KoJiiareH | Tuma, 1 Ha B3au-
MOJIEHCTBHUE C TJIaJIKOMBIIIEYHBIMU KJIETKAMU COCYIUCTON CTEHKU. CTpyK-
TYPHBIE UBMEHEHUS B AJIACTUYECKUX aPTEPUSIX BbI3BAaHBI HEXBATKOW KOJLJIa-
reHa |l Tuma, KoTopeie BeoyT K YBEJIMYECHUIO HAMPSIKEHUST HA CTEHKY
a0PTHI, YTO MOKET MIPOBOIIUPOBATH PACCIOCHUE.

Knuanyeckumu npru3HakaMu JAHHOU MAaTOJOTHH SIBJISTIFOTCS TOHKAs T10-
Jymnpo3payHas Koxka, OOIIMPHBIC KPOBOUBIUSHUS U MTPEKICBPEMEHHOE CTa-
peHue koxu (puc. 6).

CpenHsisi IPOAOJKUTENBHOCTD KU3HU MAIMEHTOB C JaHHBIM CHHAPO-
MOM cocTaBiisieT 48 siet. YacTbIMU NPUYMHAMHU JIETAJTbHBIX UCXOJIOB SIBJIS-
IOTCSl CIIOHTAHHBIC Pa3pbIBbl BHYTPEHHUX OPraHOB (KUIIICYHHUK, MATKa) U
KPOBEHOCHBIX cOCyA0B. COCYyAUCThIE OCIOXKHECHHS BCTPEUAIOTCS, B OCHOB-
HOM, CO CTOPOHBI apTepUMl CPEAHEro W OOJBIIOr0 JAUamMeTpoB (TpyIHas,
OprolTHas aopTa U €€ OCHOBHBIE BETBH) U MOT'YT HEMPEJCKA3yeMO pacciian-
BaThCsl O€3 MpeIBapUTEIBLHOrO paciupeHusi. C yueToM Ba)XHbIX JI KJIH-
HUKH OCOOCHHOCTEH: ITOBBIIIICHHOM JIOMKOCTH TKaHEH, CKIIOHHOCTH K Te-
MOPPArM4ecKUM  OCJIOKHEHUSIM W IUIOXOTO  3aKUBJICHUS TKaHEH,
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XUPYPruveCcKoe JICUCHUE JOJDKHO OOCYXKAAThCS B KaXKJIOM KOHKPETHOM
CJIy4ae Y TOJIbKO MPHU HAJIMYKH Y TTAIMEHTAa MTOTCHINAIbHO OMMACHBIX OCIIOXK-
HEHUU.

Puc. 6. Knaccuueckue kiunudeckue nposienenus nayuenmos ¢ cunopomom dnepc—lannoca.
a — Ype3MepHas PacTKMUMOCTh KOXH, D — CIOHTAHHBIC 9KXHUMO3bI, C — MOPIIUHUCTAS
KOka ¢ pedopMaliiei O0JIbIINX U YKa3aTeIbHbIX HalbICB BCICACTBHE THIIEPMOOUIIb-
HOCTH CYCTaBOB M IMOBTOPSIIOIINUXCS BHIBUXOB, 0 — )KUPOBBIC MOIYIIICUYKH U MbE30TCH-
HbIe mamyJsl ctot, € — hallux valgus u BepxHuii mepekpect nasipiieB Hor, T — mupoxuit
NepeHUN OT/IE CTOIBI ¢ KOPOTKUMH Tanbiiamu, g — hallux valgus u HmwkHui niepe-
KPECT MajbleB HOT, h — MOPIIMHKCTAsT KOXKa MOJOIIBBI, | — TOKOKHBIC JIOKTEBBIC
y3eIlIKH, | — oOBHCaHWe KoM juia y nanuentoB 62 u 68 jer (Green, C., Ghali, N.,
Akilapa, R. Angwin C, et al. Classical-like Ehlers—Danlos syndrome: a clinical de-
scription of 20 newly identified individuals with evidence of tissue fragility. Genet
Med 22, 1576-1582 (2020).)

Cunopom Illepewesckozo—-Tepnepa

OTOT CUHAPOM BCTpedaeTcss mpumepHo y 1/2500 >XKUBOPOKIECHHBIX
’KEHIIUH BO BCEM MHpE, 0JHaKO 99% TakuX 3ayaTuil MpephIBAIOTCS CIIOH-
TaHHO.

[Ipu 3TOM CUHAPOME MOJHOCTHIO WU YaCTUYHO OTCYTCTBYET OJ[HA TTO-
JIOBasi XpoMOCOMa, a uMeeTcsl TobKko X-xpomocoma (45, XO). Jlns namu-
eHToB ¢ cuHapoMoM lllepemeBckoro-TepHepa xapakTepHa HU3KOPOCIOCTh
Y TIOJIOBOU MH(paHTUIH3M (pHUc. 7).
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Puc. 7. @enomunuueckue nposeieHus npu cunopome Illlepewesckoco—Tepnepa.
®doro cieBa — 13-neTHsa ACBOYKA C TUIIMYHBIMHU CHHAPOMAJIbHBIMU IIPU3HAKAMHA (HH3-
KU POCT, KOPCHACTOC TCJIOCIOKCHHUC, IINPOKAA I'PyAb C HIMPOKO PaCCTABJICHHBIMU
COCKaMH, OTCYTCTBHE Pa3BUTHSI TPY/IU, BAIbI'yCHBIN KyOUTYC); OTO CripaBa — KPbLIO-
BHUIHBIC CKIAJIKHU Y 7-neTHeN MMaUCHTKH C CHHAPOMOM HIGPGIHGBCKOI‘O—TCpHepa
(Chaput B., Chavoin J.P., Lopez R., Meresse T., et al. The «Posterior Cervical Lift»:
A New Approach to Pterygium Colli Management. Plast Reconstr Surg Glob Open
2013;1:e46; doi:10.1097/GOX.0b013e3182a8¢597)

B coderanuu ¢ psiagom (EHOTUNUYECKUX MPU3HAKOB (KPBLJIOBUJIHBIC
KOJKHBIE CKJIAJIKU Ha 11ee, 1epopmalins JOKTEBbIX CYyCTABOB) y 3TUX 0O0JIb-
HBIX OTMEUYAIOTCSA HAPYIICHUS CO CTOPOHBI CEPACYHO-COCYIUCTON CUCTEMBI:
OukycnuaanbHbIN aopTanbHbIi Ki1anan (10-25%), ocobas popma koapkTa-
1uu aopThl (8%). T 00IBHBIE UMEIOT YUTMHEHHYIO AyTy aopThl (30%) co
3HAYMMBIM KHHKHHTOM B FOKCTaAyKTAJIBHOM CETMEHTE Majioil KPUBU3HBI
IyTH a0PTHI.

VY 3TuX ManueHTOB TUCTOJOTMYECKH B CTEHKE a0PThI ONPEIEIISIeTCS KU-
CTO3HBIN ME€IMAHEKPO3, MOJOOHBIN TaKOBOMY IIpH cuHApoMe MapdaHna.

Junatanust aopThl WM PACCIOCHHE JUATHOCTUPYETCS MPUMEPHO Y
1,5% OonpHbIX. Pacimpenne 0ObIYHO 3aTparuBaeT KOPEHb aOPThI, PEkKe —
HUCXOJISIITYIO 4acTh aopThl. B Bo3pacte 21 roma peructpupyercs 10 65%
aHeBpu3M. J[Mccekus aopThl y MalMeHToB ¢ cuHipoMoM I[llepereBckoro-
TepHepa uyallle BCEro BBISBISIETCS B TPEThE M YETBEPTOE JCCATUIICTHE

KHU3HHU. I/IBBCCTHO, 4TO 4YaCTOoTa pPaCCIOCHHA aOpPThl Y O3THUX IMALIMCHTOB
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HIKE, 4eM Yy O0JIbHBIX ¢ cuHapoMmamu Mapdana u Jloiica—/utia. Onnako
MEHEE MOJIOBUHBI MALIMEHTOB MEPEKUBAIOT ITO KPUTHUECKOE COCTOSHUE.

Cemeiinvie 3a001€6aHUA A0PMbL

CemeliHasi 3aKOHOMEPHOCTh HAcCHEIOBaHUSI 3a00JICBaHUM TpyHOMN
aopThl ObLJIa BhIsIBIIEHA HelaBHO. Ox0110 20% MaIueHToB ¢ aHEBPU3MOM UJTU
paccilOeHUEM TPYJTHOM a0PThl UMEIOT POACTBEHHUKOB MEPBOM JIMHUU C T10-
N0OHOM MaTtojaorueu. Y 3TUX MalueHTOB aopTaibHbIe 3a00I€BaHUSI UMEIOT
paHHUN 1e0I0T U XapaKTepu3yroTcs 0ojee OBICTPBIM MPOrPECCUPOBAHUEM,
YeM MpU CHOpAAUYECKUX ciiydasx. [IpU ructonoruyeckom uccliieIoBaHUuU
PACCIOCHHOM CTEHKHU a0PThI ONPEACIISAETCS MOTEPS JIACTUUECKUX BOJIOKOH,
HAKOIUIEHHE MYKOIOJUCAXapUAONOJO0HBIX BELIECTB, CUHTE3 JE(PEKTHUB-
HOTO MpOKOJUIareHa. 3adojeBaHue HaCleayeTcsl 0 ayTOCOMHO-OMUHAT-
HOMY THITY, UMEIOT BBICOKYIO BapHaOeIbHOCTh M CHUKEHHYIO NTEHETPAHT-
HOCTb (OCOOEHHO Y JKEHILHUH). Y CTAaHOBJIEHO, YTO UMEETCS CYIIeCTBEHHAs
Ir€HETUYECKasi TETEPOT€HHOCTD, T.€. Pa3JIMYHbIC T€Hbl MOTYT MOJABEPraThCs
MyTaluy U ObITh TPUUYUHON aopTanbHOU martonorun: 1 GFBR2 (koaupyer
TGFp 2 tuma), ACTA2 (koaupyeT IiiaJKOMBIICUHbINH 02-akTuH), MYH11
(kogupyeT Tskenyro menb muo3uHa), MYLK (komupyer kuHazy Jierkoit
nenu muosuHa), PRKG1 (xkoaupyer npoTenHKUHA3y, yIpaBJsAmoniel pac-
cla0JICHUEM TJIAJIKOMBIIIEYHBIX KJIETOK). MyTanuu B 3TUX F€HaX BHOCST
pa3JIMYHbBIA BKJIaJ B (POPMUPOBAHKME AHEBPU3M U PACCIOCHHUN aopThl. Puck
HalM4us 3a00J1€BaHUI a0PThl Y TOTOMCTBA MHJMBHUA C TOAOOHOM MaTOJIO-
ruei aopthl MokeT octurath 50%. C ydeTom panHeilt maHudecTaiuu 3a-
OoJieBaHUN aOpThl OOOCHOBAaH OOS3aTENIbHBIN CKPUHHUHT 3THX IMAIlUEHTOB
Ka)Xble 2 roJa.

bukycnuoanvnwiii aopmanvHolil Kianan

JIaHHBIN TTOPOK HACIEIYETCS MO AyTOCOMHO-JIOMUHAHTHOMY THUIY U
BcTpeuaercs y 1-2% manueHToB cpeau Beer nomyssiiuu. OOIenpu3HaHo,
YTO HAJIM4KMe OMKYCIHUIAILHOTO A0PTAJILHOTO KJIallaHa SBJISIETCS] OMOCPEI0-
BaHHBIM (haKTOPOM PHUCKaA paccioeHUs aopThl (depe3 (popMupoBaHUE aHe-

BpU3MBbI a0pThl). COBpEMEHHBIC JTUTEPATYPHBIE IAHHBIE CBUJIECTEIIBCTBYIOT
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0 TOM, YTO JBYCTBOPYATHIN a0PTAIbHBIN KJIANlaH aCCOLIMUPYETCS C AaHEBPU3-
Moi Bocxoasen aoptsl y 50-60% marueHToB U ABJISETCS MIPOTYKTOM B3a-
UMOJICHCTBUSI TCHETUYECKUX U T€MOJIMHAMUYECKUX (DAKTOPOB.
YcraHoBneHo, 4To OWKycnuaaidbHbIM aopTanbHbil kianaH (bAK)
uMeeT 1o coboi reHeTu4ecKyro ocHoBY. BAK pa3BuBaercs B pe3ynbrare
MyTallMil B pa3IMUHbIX Te€HaX (T€HETUYeCKas reTepOreHHOCTh), KOJAUPYIO-
IIUX TPAHCKPUIILIMOHHBIC (DAKTOPHI, OCIIKK IKCTPALICIUTIOISIPHOTO MaTpUKCa
Y CUTHAJbHBIC IIyTH, PETYJIHUPYIOIIME KJICTOUHYIO Npoaudepaiuto, nudde-
PEHLIMPOBKY, aAre3ur0 M anonrto3. Ha ceronHsmHui JeHb YCTaHOBJIEHO,
4TO TeHbI TpaHKpunioHHoro peryisitopa NOTCHI, a takxe NOS3 oTBeT-
cTBeHHbI 3a (QopmupoBanne bBAK. B0o3MOXXHO, YTO T€HbI TakKe MOTYT
y4aCTBOBATh B Pa3BUTHUM ACCOIMHUPOBAHHON TOPAKAIBHOM aOPTONATUH H3-
3a 00111er0 SMOPHUOHAIBHOTO TTPOUCXOKICHUS A0PTAITHLHOTO KJIariaHa U BOC-
xomsuied aopTel. IMeroTcs TaHHbIe 0 (haKTOpe CepJICUHOM TPAHCKPHUIIIINU
(GATAS) kak 0 MOTCHIMAILHOM T'€He-KaHIuaaTe GOPMUPOBAHUS MMaTOTe-
He3a OMKYCHUIAJIbHBIN aopTajdbHBIN KJAamaH — aHEBPU3Ma BOCXOISIICH
aoptsl (BAK-AHBO0A). bonee Toro, pa3ueie ciiyyau bAK u aneBpu3Mbl Boc-
XOJISIIIEH a0pThl MOTYT UMETh COOCTBEHHBIC YHUKAJIbHBIC MAaTOTCHETHUYE-
CKHE OCHOBBI. Tak, JBYCTBOpUYAThIM aOpTaJbHBIN KJalaH HAaOJIOAaeTCA y
NalMeHTOB C aHEBPU3MOM aopThl, UMErINUX MyTanuu B reHax FBNI u
ACTA2 (xoaupyeT TJIaJIKOMBIIICYHBIX alb(a-akThH). B e IMHUYHBIX CITy-
qasix MPUYUHON aHEBPU3MbI BOCXOJSIIEH a0PThl M1 OUKYCIUIAIBHOTO a0p-
TaJIbHOTO KJ1araHa MoryT ObITh MyTanuu B reHe TGFBR2. Kpome Toro, 00-
M€ TEHETUYECKHE MYTalluM MOTYT WIpaTh OIPEICICHHYIO pOJib B
dbopmMupoBaHUU IpyaHOU aoptomnaTuu. Hampumep, oTMedeHa accouuaius
MEKy aHEBPU3MOM aopThl y aniieHToB ¢ bAK 1 aHrnoTeH3uH-mpeBpania-
oM (epMeHTOM, FreHaMu MeTasutonporennas (MMII-2 u MMII-9).
AHOMasibHasE OMOMEXaHUKA U U3MEHEHHBIN CIUpPaIbHbIA MTOTOK YEPeE3
A0PTaJIbHBIN KJIAIlaH MPUBOAAT K HEPABHOMEPHOMY PACHPENECICHUIO HAIpsi-
KEHHUSI Ha A0PTAJIbHYIO CTEHKY U MPEAPaACoiaratoT K OpMUPOBAHUIO aHE-
BpU3MBbI BOCXOJSIIEH aopThl. OTMEUEHA MO3UTUBHAS KOPPEISIIIUSI MEXKIY
CTETIEHbIO OrPAaHUYCHUS JIBUKEHUS CPAIICHHOW CTBOPKHU a0PTaJIbHOTO KJla-
naHa («yrojJl OTKPBITHS CpAIllEHHOM CTBOPKH») M OIKCIEHTPUYHBIM

TPpaHCKJIAIIaHHBIM ITOTOKOM. Crour OTMCTUTDL, YTO PA3JIMYHBIC BAPHUAHTLI
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BAK cBsizansbl ¢ pazubiMu (popmamu pacuiupenust aoptel. [Ipumepro B 70%
Clly4aeB HaOII0JaeTcs CpalleHue JIEBOM M MPaBOM KOPOHAPHBIX CTBOPOK
aopTaipHOro KjamnaHa. [Ipu TakoM BapuaHTe 00pa3yeTcsi CiUpaaeBUIHAS
CTpy#, UMEIOIasl IepeaHe-TIPaBOE HAMPaBICHUE. ITUM MOKHO OOBSCHUTH
YBEIUYEHHBIN TUaMETP KOPHSA U aCHMMETPUYHYIO JUIaTaIlMI0 TYOYyJIapHON
yacTH aopThl. CIIMsIHUE TPABOM KOPOHAPHOM U HEKOPOHAPHOM CTBOPOK JIH-
arHoctupyetrcs y 10-20% OonbpHbIx. [Ipu 3TOM BapuaHTe MOTOK CUCTOIU-
YECKOM CTpyH UMEET 3a]IHE-JIEBOE HAIIPaBJIECHUE C €r0 PACIPOCTPAHECHUEM B
MPOKCUMAJIbHOW YacTH AYTH, YTO MOXXET OOBSICHATH CBSI3b JAHHOTO IMO/I-
TUIA JBYCTBOPYATOrO A0PTAIBLHOrO KJialaHa ¢ U30JIMPOBAHHBIM pacuIupe-
HUEM BOCXOMSIIETO OTAea (0e3 yBeIUUeHUsI KOPHS) U IyTH aOPTHI.
UccnenoBanus mokaszaiu, 4TO aHOMAJIbHBIA CIBUT HAIPSDKCHUS Ha
A0pTAIBHYIO CTEHKY, TPOAYLIUPYEMbIF KPOBOTOKOM MPHU MPOXOKJACHUHU Ye-
pe3 CTBOPKM OMKYCHUIAIbHOTO KjamaHa, CIIOCOOEH MOJIYJIHpPOBATH IKC-
MPECCUIO TEHOB, PETYJIUPYIOMIMNX MPOTYKIIMIO METAIUIONPOTEUHA3, PEMOJIE-
JUPOBAHWE MATPUKCA M aloNTO3 TJIaJKOMBIIIEYHBIX KJIETOK, YTO
MpeapacroaracT K pa3BUTHUIO AHEBPU3M a0PThL. DTO MOJATBEPIKIACTCS YBE-
audeHueM skcnpeccun metamionporenHas (MMII) u ymeHblieHuEM TKa-
HEBbIX MHrHOUTOpOoB MeTamionporenHas (TUMII) y naHHbIX manueHTOB.
Tak, B cepur HMMMYHOTHUCTOXUMUYECKHUX HCCIEIOBAHUMN, MPOBEACHHBIX
Ikonomidis J.S. et al. 6p110 TTOKA3aHO, YTO MOBPEKTAFOIINN TEMOTMHAMH-
yeckuil 3(PQPEeKT BCIEACTBHE CIUSHUS O0EUX KOPOHAPHBIX CTBOPOK aop-
TalbHOTO KJIallaHa NPUBOAUT K YyBedaudeHHou »skcnpeccun MMII-1,
MMII-2, MMII-9, MMII-12. [1Ipu apyrux noarumnax bAK HeratuBHbIN 3(¢)-
ekt ObLT BBIpa)KEH B MEHbIIEH cTeneHu. TakuM oOpa3oM, aBTopamu cle-
JIaH BBIBOJ, O TOM, UTO CpaIllCHUE JICBOM U MPaBON KOPOHAPHBIX CTBOPOK
ABJISIETCS] HAMOOJIee arpeCCUBHOM (POpMOI IBYCTBOPYATOTO KilaraHa U Tpe-
OYIOT paHHEro XUPyprudeckoro BMENIaTEIbCTBA. TaKKe CyIIECTBYIOT Psif
JIPYTUX MEXaHU3MOB, OKa3bIBAIOIIUX A(DPEKT HA A0PTATBHYIO CTEHKY, MPO-
BOLIUpYS €€ aunaTtanuio. K HUM OTHOCST: COKpallleHUue SKCIPECCUU IH0TE-
nuanpHOM cuHTa3bl okucu a3oTa (NOS3), caMmocTosTenbHBIN anonTo3 TIaji-
KOMBIIIICUHBIX KJIETOK MEINH, PEMOJCIMPOBAHUE HKCTPAIEUTIONSIPHOTO
MaTpHUKCa, a TAK)KE aKTUBAIUIO MAaTPUKC-3aBUCHMOT0 MEXaHHW3Ma arorTo3a

(Bmf-Bcl2).
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[Tpu BAK B HEM3MEHEHHOU aopTe ompeesieTcsi HopMaabHas MOp(do-
JIOTUYECKas KapTUHA MEIUANBHOTO cyios. OQHAKO, MO0 CPABHEHUIO C MallH-
€HTAMHU, UMEIOIIMMHU TPEXCTBOPYATHIM AOPTAJbHBIM KJAllaH, y TaHHBIX
OOJBHBIX HAOIIOJAETCA UCTOHYCHUE JIaMeJIel B MEJIUU C YBETTUYECHUEM pac-
CTOSIHUS MEXIYy HUMU. B aHEeBpU3MaTU4YECKON CTEHKE A0PTHI Y JAHHBIX Ma-
IIUEHTOB ompezensiercss MopdoIoruiyeckas KapTuHa, CXOoAHas ¢ TaKOBOU
npu cuHapome MapdaHa: MOBBIIICHHAs JEreHepalusl MEJUU C 04aroBou
J€30pTraHr3aled MaTPUKCa, U3MEHEHHBIM COJICPKAHUEM KOJIIareHa, 3Ha-
YUTENHHON parMeHTaIuen A1acTuHa, HAaKOIIJIEHHEM OCHOBHOT'O BEIIIECTBA
Y YCHJICHHBIM allONTO30M IJ1aJKOMBIIIEYHBIX KJIETOK.

Kpome Toro, n1ByCTBOpUaThIl A0PTANBHBIMA KJIallaH MOXET HEMOCPE-
CTBEHHBIM (paKTOPOM PHUCKA JUCCEKIIMH a0PThl. YacToTa paccioeHUs a0PThI
py OMKYCIUAAIBHOM aopTalbHOM KianaHe Jis tura Stanford A cocras-
et 2-9%, a s tuna Stanford B — 3%.

Bpooicoennvie nopoku pazeumus cocyooe
(koapxmauus aopmul, oueepmukxyn Kommepenns)

Cpenu Bcex BPOXKIESHHBIX MTOPOKOB CEPJIla KOAPKTAIMs aOPThl BCTpe-
yaetcs B 5-10% ciydaeB npu COOTHOIIEHUH MY>KYMH U keHIuH 2:1. [1o-
POK XapaKTePHU3yeTCs JIOKATbHBIM CYKEHUEM aopThl WU MPOTSIKESHHOU T'H-
MOIUIa3UeW CerMEeHTa aopThl 4Yalle BCEro 3a JIEBOW MNOAKIIOYUYHOU
apTepuen (B 30He apTepualibHOro nportoka). Kpaiiassa gpopma koapkranuu
aopThl — MEPEPBHIB AYTH AOPThl — XAPAKTEPU3YETCS MOJHBIM OTCYTCTBUEM
IPOCBETA U AHATOMUYECKUM Pa300IIEHUEM BOCXOSIIETO U HUCXOISIIETO
OTJICJIOB a0pTHI (pHC. 8).

Paznuyarot 3 Tuna nepepeia aAyru aoptsl. [Ipu Trme A (B3pociblil THI)
Pa3o0IIeHNE a0PThI ONMPEACIACTCS AUCTATbHEE JICBOM MOJKIIOUMIHON ap-
Tepuu (Bctpeuaercs B 13% ciyuaeB), nipu tune B (MHbaHTUIBHBINA TUIT) —
HAa YYaCTKE MEX]Y JIEBOW COHHOM apTepuen U JIEBOM MOAKIIOUMYHOU apTe-
pueii (84%), Tunt C XxapakTepuszyeTcs MepPephIBOM a0OPThI MTOCTIE OpaxuoIie-
dansHOTO cTBOMA (4%)).
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Puc. 8. Bapuanmsi nepepuiea dy2u aopmsi y 83p0OCioco nayueHma

Crout oTMETHUTH, 4TO TUN B mpeobiianaet y AeTel, B TO BpeMs KakK y
B3POCIIBIX Yalle BcTpeyaercs tum A. Koapkranus aopTel COYETAETCs C pas3-
JUYHBIMUA TTOPOKAMHU PA3BUTHS, B TOM YHCJIE ¢ OMKYCIHAAIHHBIM a0pTallb-
HBIM KJIAMaHOM (TOJIBKO MOJITUI CO CPAIIEHUEM JIEBOU M MPaBOl KOpOHap-
HBIX CTBOPOK) M, B psJie CIIy4yaeB, C AHEBPU3MOW TPYJIHOW AOPTHI.
KirHnyeckoil 0COOEHHOCTBIO TTOPOKA SIBJISIETCA HAIMYUE TPAJUEHTA apTe-
PHUAIBHOTO JTABJICHUSI MEXKAY BEPXHUMHU U HUKHUMHU KOHEUHOCTSAMHU, MPH-
yeMm pazHuna oosnee 20 MM PT. CT. CBUAECTENBCTBYET O 3HAYMMOM KOApKTa-
K aopThl. Kak nmpaBuiio, TaHHBIN MOPOK OMEPUPYETCS B AETCTBE U, PEXKE,
BO B3pociiom nepuojse. Ilpu orcyrcrBum jsedenust 10 80% mnmanueHTOB
MMEIOT HEOJarompusATHbIN MPOrHo3. OCHOBHBIMHM MPUYUHAMHU JIETAIBHOTO
MCXO0J1a SABJISIFOTCS pa3pbIB AHEBPU3MBI U PACCIOCHHUE a0PThI, CEpACYHAs HE-
JOCTATOYHOCTh, BHYTPUUYEPEITHOE KPOBOTECUEHHE.

JuBeptukyn KoMmmepesis ONUCHIBAETCA B JUTEPATYPE Kak auiaTa-
IS A0PTHI B 00JIACTH OTXOXKACHUS a0eppaHTHON MOAKIIOUUYHON apTepUu
(puc. 9).

JIaHHOE COCTOSTHHE MOKET OCJIOXKHAThCS B 19-53% ciydaeB pacciioe-

HUEM a0pThI WIM €€ Pa3pbIBOM HE3aBUCHUMO OT pa3Mepa AUBEPTHUKYIA. JTa
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HO30JIOTUSI MOXKET COUYETaThCs ¢ adeppaHTHOM IPaBOil MOJAKIIOYNYHON ap-
tepueii (arteria lusoria), koropast y OOJIBIIMHCTBA MAIUCHTOB CTAHOBHUTCS
MPUYMHON KOMIpeccuH nuieBoaa u tTpaxeu (puc. 10). Kpowme Toro, nusep-
TUKYJI MOKET aCCOLMUPOBATHCS B IPABOPACIIOIO0KEHHOU TyTOM aOpPTHI.

Puc. 9. Paccrhoenue aopmel y nayuenma c ousepmuxyiom Kommepenns (6 gpokyce)
U NPasopacnoNONCeHHOU 0Yeoll

Puc. 10. Abeppanmnas nesas nookmouuunas apmepus (arteria lusoria)
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Houonamuueckan decenepayus meouu

OOmMM TUCTOJIOTUYECKUM 3HaMeHaTeNeM (POpMUPOBaHUS AHEBPU3M U
pacCIOEHUs] a0PThl CYUTAETCS IETCHEPATUBHBIA MPOLIECC B MEIHWU, B TON
WJIA MHOW CTEIEHU NMOBPEXKAAIOIINN €€ CTPYKTYpHBIE 3eMeHThI. [Ipeamo-
JI0’KUTEIbHBIA TATOTHOMOHUYHBIN TMHCTOJIOTUYECKUM CyOCTpaT pacCIOCHUS
aopThl ObLI BrepBbie onucaH B 1928 r. Gsell, koTopsiit oTMeTH1 yTpaty Bcex
CTPYKTYPHBIX KOMIIOHEHTOB MEUU a0PThl, HEOOIBIITYI0 BOCTAIUTEILHY O
peakiuio, ciaboBbIpaKEHHOE pyOIleBaHUE M OTCYTCTBHUE COCY/OB B MOpa-
KEeHHOU cTeHke aopThl. B mocnencteuu Erdheim Obu1 mopakeH Hakorie-
HUEM MOJIYTBEPIOT0 MYKOHUIOMOJOOHOTO BEILIECTBA, HATOMUHAIOIIIETO KU-
ctel. Takum oOpazom, KUCTO3Has JereHeparus Meauu (0ose3Hn I '3ems-
OpareriMa) xapakTepu3zyeTcsi OOCTHEHHUEM MEIUAIBHOTO CJIOSI BCEMH
CTPYKTYPHBIMU KOMIIOHEHTaMU, HAUIMYHEM KHUCTOOOPA3HBIX MPOCTPAHCTB,
3aMOJHEHHBIX MOTYXUIKAM CEPOMYKOHUIOM, CJ1a00 BRIPAYKEHHOW BOCIIAIH-
TEJIBLHON peakiuel, 00pa3oBaHUEM COCAMHUTEIHLHO-TKAHHBIX PYOIIOB U
YMEHBIIEHHUEM Vasa Vasorum 1 X CKIEPOTUYECKUM MEPEPOXKACHUEM. ITO
MaTOJOTUYECKOE COCTOSIHUE SIBJIICTCSI OJJHOM U3 HanbOOJIee YacThIX MPUYNH
B CTPYKTYpPE pa3BUTHUS aHEBPU3M BOCXOIsIIIEH aopThl. Pasnuuaror 1Ba Buaa
MearaHekposa. [lepBeIii TN XapakTepusyeTcs 00pazoBaHueM JAe()EKTOB B
MECTaxX pa3pylICHHON 3JIaCTUYECKON apXUTEKTyphl MEIUATBLHOTO CJOS
aopThl. [loBpexkaeHNE IIaJKOMBIIICUYHBIX KJIETOK SBJISETCS BTOPUYHBIM H
CBSI3aHO C TOTEPEN CBSI3€H MEXKIY HUMHU M DJIACTUYECKUMU BOJIOKHAMM.
OTOT BUJ XapaKTepeH IJis NPOKCUMAaIbHOTO OTENIa aopThl, OOJIee MOJIO-
JIOTO BO3pacTa M PEAKO COUETAaeTCs ¢ aTepockiiepo3om. [Ipu BTopom Bujie
MeJIMaHEeKpo3a EPBUUYHOMY MOBPEKICHUIO MOJBEPraeTCs INIaJAKOMBIIIEY-
HbIC KJIETKU. BeaencTBue ux ayrosnausa oopa3yrorcs Ae(peKThl, KOTOphIe 3a-
TEM 3aIO0JHSIOTCS 0a30(PUILHBIM aMOP(HBIM BEIIECTBOM. DTOT BUJ M-
aHeKpo3a crenu(puyeH sl MalUEeHTOB MOXKWIOTO BO3pacTa, NUCTAIbHBIX
OTJ/ICJIOB aOPThI U YaIlle COYETAETCS C aTePOCKICPOTUUECKUMU U3MEHECHU-
SIMU CT€HKH aOPTHI.

B nenom ¢parmenTanus 31acTUHYECKUX BOJOKOH — HOPMaJIbHBIN TPO-
IIECC CTapeHMsI, HO Y HEKOTOPBIX OH YCKOPSETCS MO0 HEBBIICHEHHBIM ITPUYH-
HaM, 4TO MIPUBOJIUT K OCIA0JICHUIO CTEHKHU a0PThI, €€ aHEBPU3MAaTUUECKOMY
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PACIIMPEHUIO C TIOTEHIIHAIBHON YIPO30U Pa3pbiBa WU JUCCEKIMU. BriomHe
BEPOSITHO, YTO MHOTHE CITy4au, CYHUTAIOIINECS B HACTOAIIEE BPEMsI MUOTIa-
TUYECKUMHU, B OyayiieM OyayT OMUCaHbl KaK TOHKWE HapylIeHUs: oOMeHa
BEIIECTB, KOTOPHIE YCKOPSIOT JETCHEPAIMIO CTEHKU a0pThl B OTBET Ha 00-
e (GaKkTophl pUCKa.

Amepocknepos

MHOrMMH HUCCIEN0BATENSIMA OTMEYAIOCh HAJIUYUE aTEPOCKIEPO3a B
JI0)KHOM TPOCBETE XPOHUYECKU PACCIOEHHOW aopThl. ATEPOCKIEPOTHYE-
CKHE M3MEHEHUSI, 3aTParuBarolMe UCTUHHBIN KaHAJI aOPThI, TAKXKE UMEIOT
MECTO, HO 00Jiee XapaKTEPHBI JIsSI MOKWIBIX OOJIbHBIX W TMAIIMEHTOB C TH-
nepren3ueit. OHu Hanbosiee BbIpaKEHbI B HUCXOJAIIEM U TOPakoadba0Mu-
HaJIbHOM OTJIEJIaX A0PTHI, I/I€ Pa3BUBAIOTCS AUCTAJIbHBIE PACCIOCHUS, OCO-
OeHHO B crapimield Bo3pacTHOW rpymme. Tak, B 66% ciydaeB B
natosioroaHatomudeckor cepur Wilson u Hutchins Bo3pact mpesiman
40 neT, 1 BO MHOTHUX CIy4asiX UMEJCA aTEPOCKIEPO3 A0PTHI.

N3BecTHBIM (DaKTOM CUMUTAETCS, YTO MPHU aTEPOCKIIEPO3E MPOUCXOIUT
YTOJIIICHUE U YIJIOTHEHHE MUHTUMBI, KOTOPOE PE3KO HAPYIIAIOT TPODUKY
MEJIUU. ITO MOXKET IPUBOJUTHh K BTOPUIHOMY HEKPO3Y TJIaJKOMBIIIEUHBIX
KJIETOK U TTIOCTENEHHOM JIETPaJlalliy 3JIaCTUYECKUX U KOJJIAar€HOBBIX BOJIO-
KoH. Takum 00pa3oM, IereHepaTUBHbIE U3MEHEHUS! YBEIIMUYUBAIOT PUTHI-
HOCTb COCYJIOB U CHUKAIOT 3JIACTUYHOCTh, YTO MPUBOJIUT K (DOPMHUPOBAHUIO
AHEBPU3M U PACCIIOCHUHN a0pPThl. ATEPOCKIEPOTUIECKOE TOPAKEHNUE CTEHKHU
AOPTHI SBJISICTCS IEPBUYHBIM 3BEHOM B Pa3BUTUM JIETCHEPATUBHBIX MIPOIIEC-
coB. KoMIuiekc maTonoru4eckux u3MEeHEHU M, MPOTEKAIOIINX B a0PTaIbHOM
CTEHKE, MPUBOJUT K «TKAHEBOW HEJOCTATOYHOCTU» M, KaK CJICACTBUE, -
JATAlMM BOCXOASAIIEr0 OT/IEINIA A0PTHI € MOCIEAYIOMMNM PUCKOM €€ pacclio-
enns. M3penka paccioeHne aopThl HAKIAJABIBAECTCS HA aTEPOCKIECPOTHYE-
CKYI0 aHEBpPU3MY, M B TaKOM CIly4ya€ pPHUCK pa3pbiBa 3HAUYUTEIHHO
BO3pACTAET.

BakHO OTMETUTB, YTO Yy MOJIOJBIX OOJBHBIX C BPOXKIACHHBIMU Jedek-
TaMH COCUHUTENIbHOM TKaH! M CKIIOHHOCTBIO K Pa3BUTHIO TPOKCUMAIbHBIX
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pacclOeHUi, CKIIEpO3 aopThl OOBIYHO OTCYTCTBYET, WJIM UMEETCSI €r0 MU-
HOpHas CTENEeHb. B COBOKYMHOCTH JaHHBIE (PaKThl 3aCTAaBUIN OOJIBITUHCTBO
aBTOPOB CUYUTATh aT€POCKIEPO3 (PAKTOPOM CKOpee COMyTCTBYIOIIUM, YEM
BBI3BIBAIOIINM PACCIOEHUE a0pThl. TeM HE MEHEE, aTEPOCKIIEPO3 BbI3BIBAET
HapyUIEHUs MUTaHWUSI MEJUU, YTO y ONPEICIECHHOTO NPOLIEHTA JIUI] MOXKET
CIIOCOOCTBOBATh BO3HUKHOBEHUIO PACCIOCHUS A0PTHI.

Bocnanumenvnsie 3ab01e6anusn aopmel (aopmumot)

AOpPTUTBI B IIMPOKOM CMBICJIE MPEACTABISAIOT COOOW BOCHAJICHHE
CTEHKHU aopThl. 11 XOTs HE Bcerjla BTOPUYHOE BOCIAJIEHUE PACIICHUBAETCS
KaK aOpTUT, TEM HE MEHEE MIPU TaKUX 3a00JICBaHUSIX a0PThI, Kak aopTUT Ta-
KasiCy, TUTAHTOKJICTOUHBIM apTePUUT U P APYTUX MATOJOTUM TPUCYT-
CTBYET BOCHAJUTEJbHBIN KOMIOHEHT. BocnanuTenbHble M3MEHECHUS Yalle
3aTparuBarOT AUCTAJIbHbBIE OTAEIbI A0PTHI, HO MOTYT BCTPEYAThCS U B TPY/I-
HOM OTJesie aopThl. Hanbosiee yacTo nopaxaroTcs 0071aCTh CHHOTYOYJIsIp-
HOT'O COEJIMHEHUS, 30Ha OTXO0XKICHUSI KOPOHAPHBIX apTEPHUid, a TAK)KE MaJiast
KPUBH3HA U CylIpaaopTaibHbIE COCYAbI IyTU a0pThl. BoBIeueHne 3TUX cer-
MEHTOB B MMaTOJIOTUYECKUHN MPOIIECC, MPEATOI0KUTEIBHO, 00BSICHICTCS IH-
ToTeNuaabHONM TUCHYHKIMEH B TeMOJUHAMUYECKH HECTAOMIbHBIX y4acT-
Kax.

Aoptut Takasicy (0one3Hp AeduiuTa Mysibca) sIBIAETCS UAUONATAYE-
CKHM BaCKYJIUTOM 3JIACTUUYECKUX apTEPUii, BOBIEKAIOIINI a0PTY U €€ BETBU
(puc. 11).

['MraHTOKJIETOYHBINA aPTEPUUT — ATO BACKYJIUT DJIACTUYECKUX COCY/IOB,
BOBJICKAIOIIUN aOpTy U €€ BTOPUYHBIC U TPETUUHBIC BETBU. 3a00JICBaHUE
qarre nmopakaeT *EeHIIUH U, B OCHOBHOM, BCTPEUYAETCS B CEBEPHBIX paiioHax
EBporsl (20 ciiyuaeB Ha 100 000 Hacenenus). [Ipu nanHO#M MaToa0TUMU BbI-
ABJISIIOT XapakTepHble MOP(HOrUCTOIOTMYECKUE OCOOEHHOCTH a0pTaIbHOMN
CTEHKHU. IHTHMa uMeeT BUJ «JIPEBECHOM KOPBI», ONPECISIETCA TpaHyJJieMa-
TO3HBIM BOCHATUTEIbHBIM WHOWIBTPAT, BOBJEKAIOMIMN CpEAHUN CIIOM
cTeHkHu aopThl (puc. 12). Y 18% OonbHBIX ¢ JaHHOU MaTojorueit GopMupy-
€TCs aHEBpU3MA M JUCCEKIIUS A0PThI, UTO SABJISETCS MPUUUHON CMEPTH Y 3
NalUEeHTOB.
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Puc. 11. Topaxoaboomunanvuas aopma u 6emsu aopmol NPU CUHOPOME
Taxascy. MaecnHumno-pe3oHancHas momozpapus, Mya1bmucnupaibHas
KomnbromepHasl mozwoepagbwz C KOEmpacmupoeaHuem.
A — cyeHue yCThEB JIEBOU 001Ieil COHHOW apTepUU U JIEBOU MOJAKIIOUYNYHON apTepuH,
B — cpenusis mopums HUCXOAsImEH aopThI (yka3zaHo cTpenkamu), C — aopTa Haja ypoB-
HeM Jauadparmbl (ykazaHo cTpenkamu), D — wuHpapeHalbHBIA OTHEN aAOPTHI.
E — MCKT nanaoptorpadusi, F — MPT rpynnoit aopTsl, caruttanbHsliil cpe3, G — MPT
opromHoit aoptel (Hiratzka LF, Bakris GL, Beckman JA, et al. 2010
ACCF/AHA/AATS/ACR/ASA/SCAISCAI/SIRISTSISVM Guidelines for the diagno-
sis and management of patients with thoracic aortic disease: A report of the American
College of Cardiology Foundation/American Heart Association Task Force on practice
guidelines, American Association for Thoracic Surgery, American College of Radiol-
ogy, American Stroke Association, Society of Cardiovascular Anesthesiologists, Soci-
ety for Cardiovascular Angiography and Interventions, Society of Interventional Radi-
ology, Society of Thoracic Surgeons, and Society for VVascular Medicine. Circulation.
2014; 35(41):2873—2926)
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Adventitia

Puc. 12. I'ucmonozuueckue HaxooKu npu paccioeHuu aopmol y NAyueHmos
C CUCAHMOKIEMOUYHRbIM APMEPUUINOM.

a — MHTUMOMETHAJIbHBIN JIOCKYT, b — rMraHTOKIIeTOYHBIC TpaHyJIeMBbI ¢ TUMQOIUTAP-
HOM HHPWIbTpaneld MeaH, C — TUTAHTOKJIETOYHBIE TPaHyJIeMbl BO BHYTPEHHEM CJI0€
menuu, d — rpanynemMa B CyOMHTHMAIBHOM clioe Meauu (okpacka no Ban ['m3ony)
(Obikane H, Fujiyoshi T, Takahashi S, Ogino H, Matsubayashi J, Nagao T, Ishibashi-
Ueda H. Giant cell arteritis in a patient with aortic dissection: a case report. Cardiovasc
Pathol. 2020;46:107206. doi: 10.1016/j.carpath.2020.107206)

Tpaema

OCHOBHOM MNPUYMHON JELENEPANUOHHOTO TOBPEXKACHUS TPYIHOU
AOPThI SABJISAETCSA TOPOKHBIC-TPAHCHOPTHBIE TPABMBI WM MAJACHHS C BbI-
coThl. Hanbouiee yactoii nokanu3anueil nepBUYHOTO pa3pbiBa SABISETCS Me-
penieek aopThl (45%). Bbicokas ysa3BUMOCTb TaHHOM 30HBI CBA3aHA C aHa-
TOMUYECKOW OCOOEHHOCTBIO: 3Ta O00JIACTH SIBJISIETCS TpaHULEH MEXIy
IOJBUKHOW M HEMOABUXKHOW YACTHIO TPYAHOU aopThl. MeXaHu3M MmoBpe-
XKICHUS a0PThI, BEPOSITHO, CBS3aH C KOMOMHAIIMEN HECKOJIBKUX CHJI, BKJIIO-
qasi pacTsKEHUE, CABUT, CKpyUYHBaHHUE cocyna. O4eBUIHO, YTO THIPOAUHA-
MHYECKHAN yJ1ap, KOTOPBIM BKIIOYAET OJHOBPEMEHHYIO OKKIIFO3HMIO a0PThI U
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BHE3AITHOE TOBBIIIEHUE KPOBSHOTO JaBjieHUs, U 3P(PEKT «KOCTHOTO
LIUIIKa» (3aXBaT a0PThI MEXIY NEPEAHEN CTEHKOW I'PYJIHOW KIIETKU U IO-
3BOHOYHBIM CTOJIOOM) TaK)K€ UTPACT BAXKHYIO POJIb B MATOr€HE3€ JaHHOTO
cocrosiHus (puc. 13).

Puc. 13. Cxema oeticmausi cun npu mpasmamuieckom no8peHcOeHUU aopmaol
(David G. Neschis, Thomas M. Scalea, William R. Flinn, Bartley P. Griffith. Blunt
Aortic Injury. N Engl J Med 2008;359:1708-1716. DOI: 10.1056/NEJMra0706159)

[Ipu pe3koM TOPMOKEHUU MPOUCXOIUT HAAPHIB JTUOO MOTHBIN pa3phiB
aopThl, B pPsAJE CIy4aeB MNPUBOAIIUN K (POPMHUPOBAHUIO JIOKHOW aHe-
Bpu3MblL. [loBpexaenue Bocxoasiei aoptel Habmonaercs B 23%, HUCXO-
nsment aoptel — B 13% u myru aoptel — B 8% cinyvaeB. IMeroTcs naHHbIe,
9TO TOJIbKO 9-14% mNanueHToB ¢ MOJ00HBIMM TpaBMaMH T'PYJAHOM aOpPThI
YCIIEBAIOT JIOCTABUTh B XUPYPTHUUECKHI CTAllMOHAP, TIPU 3TOM TOJIBKO 2%
BbDKMBAIOT. Elte y 1-2% manneHToB ¢ Hepacno3HaHHOW a0pTaIbHOW TPaB-
Mo# (popMHpyeTCs TTOCTTpaBMaTUUECKasi aHEBpU3MA.

IToJTHOCTBIO HOBOM KATErOpUEM SIBJISIOTCS PACCIOEHUSI a0PThI KaK pe-
3yJbTAT ATPOTEHHOU TpaBMbI. JIaHHOE OCIOKHEHHE MOXET OBITh BHI3BAHO
JMAarHOCTUYECKUMHU MPOLIeTypaMHU, BKIIOUasi KOpPOHAPHYIO aHTHOrpaduto, a
TaKXe TEPANEBTUUECCKUMU MAHUMTYJIALUSAMU C OANIOHHBIMU KaTeTEpaMHu.
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BuyTtpuaopraibHble OaljIOHHBIE KaTE€Tepbl, BBEACHHBIC [JIs1 TOJ-
JEPKKU CepJIla, MOTYT nep(oprupoBaTh COCYIbl Ta3a WU BBI3BIBATH MO/I-
B3/IOLIHO-0€IPEHHOE PACCIOCHHUE MPEIOI0KUTEIBHO 3a CUET JOKAJIbHON
TpaBMBI.

YacToTa pa3BUTHS COCYAUCTHIX OCI0KHEHUH B pe3yIbTaTe BHYTPHAOP-
TallbHOW Oa/VIOHHOW KOHTpHYyJibcaliuu Bapbupyet oT 12% no 36%. B nan-
HOM KOHTEKCTE PacCIOe€HHE OBbLIO PEIKUM COOBITHEM, HAOIIOAABIIMMCS B
0-4% cny4yaeB B kIuHUYeCKUX cepusax. OMHAKO 3TU HU(PHI MOTYT HE OT-
pakaThb MCTHHHBIX pa3MEpPOB IMPOOJIeMbl, TaKk Kak ISNer mpu BCKPBITHUSX
45 GONBHBIX, YMEPIIHNX TIOCI€ OATNIOHHOMN MOIAEPIKKH, OOHAPYKHIT PacCIio-
enne y 20%. B mectu cinydasx paccioeHrue mopaxaio aopTy, B TPEX — Ie-
pudepruyeckre coCcy/ibl U HA B OJTHOM CIydae OHO He ObLIO 3amo/I03pEeHO
KIMHUYECKU. DAKTUYECKU B HEKOTOPBIX M3 3TUX cliyyaeB 3¢ (exkTuBHAS
OaJJTOHHAsT KOHTPITYJIbCAlUs MPOBOAMIACH YEPE3 JIOKHBIA MPOCBET A0PTHI.
Nmeromuecs: cCooOIIEeHNs yKa3bIBalOT Ha 00Jiee BHICOKUIM PUCK BCEX TUIIOB
COCYJIMCTHIX OCJIOKHEHUM Y O0IBHBIX MOKUIIOTO BO3paCTa, MAIlMEHTOB C T'U-
NepTeH3uel U 0COOCHHO ¢ Tepu(depuuecKuM aTepOCKIEPO30M, YTO TMO/I-
TBEPKAAET BAXKHOCTh MPEAIIECTBYIOIIEN COCYUCTON MATOJIOTHH.

Psin xupypruueckux BMEIIAaTeNIbCTB, CBI3aHHBIX C ONEpaIisIMH Ha OT-
KPBITOM CEpJIIIe, MOXKET IMIPUBECTH K PACCIOCHUIO a0PTHI U €€ TJIaBHBIX BET-
Beil. Crozia BXOAST KAHIOJSIUS SISl KICKYCCTBEHHOTO KPOBOOOpPAIIICHUS U
KapIUOIUIETUH, HATOKEHHUE 3KMMa Ha aOpTY U IPYrUe MaHEBPHI, yrpoxKa-
IOIIHME LETOCTHOCTH COCYIOB. HacToTa MHTpaoONEpalluOHHBIX PACCIOCHUIN
coctaBisgeT 0,2—1,1%, a mociaeonepannonasix — 0,02—-0,6%.

Perporpannas aprepuansHas kantosuus 1 UK npuBoaut k pacciio-
€HUIO OCPEHHBIX U TA30BBIX COCYJOB, YaCTO BKJIFOYAs aOPTy U B IAHHOM
KOHTEKCTE COMPOBOXKAACTCS CaMbIM BBICOKUM YPOBHEM OCJIOKHEHUM. Pe-
TpOTpajiHas apTepuaabHasi KaHIOJAIMS U TOCTAHOBKA KaTETEPOB B JUATHO-
CTUYECKUX WJIM JICUEOHBIX LEJISIX MOTYT CO3/aTh JIOKHBIN MacCaX BHYTPHU
cocyaucToil cteHKu. Clion BHYTPEHHEN CTEHKU MPOKCUMAIILHOTO apTepu-
aJIBbHOTO JIEPEBA TAKKE MOTYT pa3pbIBaThCA HA YIAJICHUU OT MECTa KaHKOJIS-
IIMU T10]T BO3JICUCTBUEM CTPYH BBICOKOTO JIaBJICHUS U3 KAHIOIU WJIU BCIIE-
CTBHE CMEILICHUS aTePOCKICPOTHUECKHUX OJISIIEeK KaTeTepoM. AHTErpaaHas
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KaHIOJISIIUS BOCXOASIIEN a0pThl WU IyTH TaK:KE€ MOTYT CO37aBaTh JIOKHBIN
Maccak BHyTPU MEAUAIBHBIX CIIOEB WJIA pa3pblBaTh CTEHKY aOpThl HAIMPO-
THUB MECTA KaHIOJSLNHU, TEM CaMbIM BBI3bIBasi PACCIOEHHE.

JlokanbHast TpaBMa aopThl, BEI3BAHHAS HAJIOKEHUEM 3KUMOB — JIpyTrasi
XOpOIIO U3BECTHASA MPUUYMHA PACCIOCHUS a0pThl. AOPTOKOPOHAPHOE LITYH-
TUPOBAHUE TAKKE MOXKET COMPOBOXKIATHCS PACCIOCHUEM a0PThI, OOBIYHO
OOIIIMPHBIM.

Paccioenue nocne npoTe3upoBaHUs aOPTAIBLHOIO KjlanaHa JUIIb W3-
peaKa MOXKET ObITh OTHECEHO Ha CUYET TPaBMBbI MPHU pazpese aopThl. B 6011b-
IIMHCTBE CIYy4YaeB 3TOT BUJI PACCIOEHHS BOBHUKAET B MOCICONEPALIHOHHOM
nepuojie y 00JIbHBIX, ONIEPUPOBAHHBIX IO MOBOAY KJIAMIAHHOTO CTEHO3a, YTO
MoJpa3zyMeBaeT MEPBUUYHYIO aHOMAJIMIO CTEHKH aOpThl. DTO TaKXKe IMOJI-
TBEPAKIACTCSA HAJTUYUEM JOOINEPALUOHHON MO0 MOCIEONnepaliiOHHON -
JaTanuy aopThl. bbII0 0OHApyXEeHO, 4TO aopTa 0oJiee CKIOHHA K paccliioe-
HUIO TIOCJIE 3aMENIEHHUs] KJIalaHa MpPOTe30M, CO3Al0IINM aCCUMETPUYHBIN
noTtok. Korjga Bo3HukaeT paccioenue, 3To oObI4HO paccioenue |l tuna mo
DeBakey, Tak kak aopTOTOMHUYSCKHUN pyOel] GaKkTUUIESCKH MPEIOTBPAIIACT
AUCTAIbHOE pacHpoCcTpaHeHue paccioeHus. HezaBucumo oT jexaliero B
OCHOBE MEXaHW3Ma, PacClIOCHHE TOCJE OINEpaluii Ha OTKPBITOM CEpPAILe
oTpeaesieT 3HAUYUTEIbHBIA PUCK MTOBTOPHOMN OTEpaIivu.

bepemennocmo

CornacHoO JaHHBIM Pa3JIMYHBIX NOMYJISIITUOHHBIX 0a3 JaHHBIX JHUCCEK-
st aopThl y OepemeHHbix BecTrpevaetTcs B 0,0004% ciyuaes, yTo cocTas-
aser 0,1-0,4% cpenu Bcex ciaydaeB paccioeHus. OQHaKo B MOCIECIHUE
roJIbl OTMEUAETCA POCT AMU30/I0B pacciioeHus aopThl y OepeMeHHbIX (¢ 0,74
1o 1,52 cnyuyaeB Ha 100 TbIC.) U, B cpenHem, coctasisiet 1,23 na 100 ThIC.
[Ipu 3TOM nHCCEKLHSI a0PThl CO CMEPTEIbHBIM MCXOJOM BCTpEyYaercs, B
cpennem, 0,3 ciydas Ha 100 Tbic. OepeMEHHBIX.

ITo maHHBIM TUTEPATYPHI Y ITON KATErOPUH MAIUEHTOB B 77% CitydaeB
AuarHocTupyercs paccioenue aoptel Thuna A. Hanbomnee yacto guccekius
y OepeMEeHHBIX BBIABISIETCS B TpeTbeM TpumecTpe (50%) u B paHHeM IMo-
ciaepoaoBoM nepuojie (33%).
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B niepuo1 0epeMEeHHOCTH y KEHIIUH Pa3BUBAIOTCS pA3IUYHbIC T€MOIH-
HAMHUYECKUX W3MEHEHMs], TaKHME KaK yBEJIWYEHUE CEPJIEUHOr0 BHIOpOCa U
4acCTOThI CEPJICUYHBIX COKPAIICHHH, YBEIHMUYEHHE 00beMa KUAKOCTH B COCY-
IVCTOM PYyCJIE, a TAKXKE BCIEICTBUE THIIEPTEH3UHA PA3HOM NPUPOJBI, B TOM
quciie U MHAYIHUPOBaHHOW OepeMeHHOCThI0. KpoMe Toro, yBennuuBaeTcs
cojiep>KaHue 3CTPOTreHa U MPOTreCTEPOHA B KPOBH, UTO CITIOCOOCTBYET pa3BU-
THUIO JIET€HEPATUBHBIX U3MEHECHUN B a0pTajIbHON CTEHKU. [lepeunciieHHbIe
(bakTOphl YBEIMYUBAIOT HAMPSIKEHUE HA aOPTaJIbHYIO CTEHKY, YTO MOXKET
MIPUBOJUTH K €€ Pa3pbIBY U PACCIOCHUIO.

Xupypruueckasi TAKTUKa y OEpEMEHHBIX CBOAUTCS K TPEM PEIICHUSIM.
KinroueByro posib UTpaeT TUN AUCCEKIMUA aOPThI U CpOK recrauud. [1o nan-
HBIM JIMTEPATYPhI MIPU PACCIOCHUN A0PTHI B CPOKHU /10 28 HEAETb reCTaluu
deranbHas CMEPTHOCTH cocTaBisgeT 81,8%, a mociae JaHHOTO CpoKa 3HAYH-
TenabHO HIke — 11%. CoriacHo 3ToMy, IPU JUCCEKIIMM aOpThl THNA A U
CpOKe reTanuu 0oJiee 28 Heslellb ONTUMAIbHON XUPYPruYeCKO cTpaTerueit
ABJISIETCS MPOBEJACHUE TIEPBUYHOIO KECAPEBA CEUEHUS C MOCIEAYIOIIUM pe-
KOHCTPYKTHMBHBIM BMEIIATENHCTBOM Ha aopTe. [lomo0Hast TaKTHKa XapaKTe-
pU3YETCS MUHUMAJIbHON MAaTepUHCKOW U BHYTPUYTPOOHOW CMEPTHOCTHIO.
IIpu cpoke recranuu MeHee 28 HEAEIb CIIACEHUE KU3HU MATEPH SIBJISETCS
MPUOPUTETHOM 3a/1a4€l, MOCKOJIbKY 1aK€ HECMOTPS Ha TIIATEIbHBIN MOHU-
TOPUHT TUI0/a (eTalibHasi CMEPTHOCTh MPHU MPOBEIAECHUU OTKPBITHIX a0p-
TAJIBHBIX BMEMIATENLCTB MOXKET nocturath 100%. B kadecTtBe ogHOro M3
BO3MOYKHBIX IYT€H CHHXKEHHUS MOCJIEONEPANVOHHON JIETAIbHOCTU B PSIAE
CIIy4aeB MOXET PAaCCMATPUBATHCS MOJAXO0, BKIIOYAIOIINNA OJJHOMOMEHTHOE
pOJOpa3pEIIEHUE W OTKPBITOE BMEMIATENLCTBO Ha aopre. [lo maHHBIM
Zhu J.—M. et al., Takoit moaX0 MO3BOJISIET CHU3UTh CMEPTHOCTD ILIO/A JI0
66,7%, a MatepuHCKYI0 — 110 16,7%. 3anor ycnemHoro ucxojia onepannu
IPU JAHHOM TAKTUYECKOM MOAXO0JIE BO MHOTOM OIPEAEISETCS CIAKEHHOM
paboTOoil OMBITHOW OpHraabl KapAHUOXUPYProB U akyuiepoB. IIpu octpoit
JTUCCEKIIUM aopThl THNA B mpennoyTuTenbHO TAKTUKOM CYUTAETCsl Ha3Ha-
YeHHE MEIUMKAMEHTO3HON TeparuM, €CIM HET MPHU3HAKOB Malbnepdy3uu
OpTaHOB WJIM pa3pbiBa a0pThI. B psize ciydaes nenecoo0pa3Ho MpuOETHyTh
K HJIOBACKYJISIPHOMY BMEIIATEIbCTBY, KOTOPOE XapaKTEPU3YETC yIOBJIIE-

TBOPUTEIBHBIMU PE3YIbTATAMH.
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Hapkomuuecmm 3aeUucumocmab

3noynotpebieHne KOKauHOM M aM(eTaMuHaMHu TMPUBOIUT K pa3ind-
HBIM CEPACYHO-COCYAUCTBIM OCIIOKHEHUSIM: MH(ApKTy MHUOKapja, apuT-
MUSM, pacciioeHuto aopthl. [larodusnonsornueckoil 0CHOBOM AaHHBIX CO-
CTOSIHUM SBJSICTCS BBIOPOC B KPOBOTOK KAaTE€XOJIAMUHOB BCJIEACTBUE
YBEJIUUCHUS MPOYKIIMHU SHJIOTEMHA, OJIOKHPOBAHKUE BHICBOOOXKICHUS OK-
cuJia a30Ta, 3axBaTa HOPIMUHEPUHA U JIONIAMUHA HA MPECUHANTUYECKOM
ypoBHe. Takum 00pa3oM, MPOUCXOIUT CTUMYJISIIIUS - U B-PEIENTOPOB, UTO
MPUBOIUT K Ba30OKOHCTPHUKIIMM apTepuil ro0oro aunamerpa. B pesynbrate
ATOTO OTMEUYAETCS! BHIPAKECHHBIN MOJAbEM apTEPUATBLHOTO JABJIEHUS U BbI-
opoc neBoro xenyaouka (AP/dt), uro yBennunBaeT HaNpsHKCHUE HA CTCHKY
aopThl. XPOHUYECKOE yMOTPEOJICHNE HAPKOTUUECKUX MpenapaToB YBEJU-
YUBACT JUACTOJUYECKUM pa3Mep aopThl, BBI3BIBAECT MOTEPIO JIACTHHA U
YBEIIMUHUBAET KECTKOCTh A0PTaIbHOM CTEHKH, B TOM YHMCJE 3a CUET MPEeXK-
JEBPEMEHHOI0 aTEPOCKIEPOTUUECKOT0 MEPEPOXKACHUSA A0PThl. ITU U3ME-
HEHHS B COYETAHUU C HEKOPPUTUPOBAHHOMN apTEepUaIbHON TUIEPTEH3UEN U
KYPEHHEM YBEJIUYMBAIOT BEPOSITHOCTh JUCCEKIIUU a0PThI, YaCTOTa KOTOPOH
MoxeT nocturath 37% ciydaeB ¢ 40%- J1eTaIbHOCTHIO.

Kpome TOrOo, CymiecTByeT psii COCTOSIHUM U KIMHUYECKUX YCIOBHUH,
IPU KOTOPBIX TUCCEKITUS a0PThl BeChMa BEPOSITHA.

Y cTaHoBIEHO, YTO KOJIEOaHHS YPOBHS CYTOUHOTO CBIBOPOTOYHOTO KOP-
THU30J1a, @ TAKXKE BpPEMs roJla OKa3bIBAIOT BIUSHUE HA YAaCTOTY Pa3BUTHS
TUCCEKITNU aopThI (puc. 14).

Bripaxxennas ¢puznueckasi Harpy3Ka u CTpECCOBbIE CUTYaIlUH TOXKE MO-
I'yT CTaTh MPUYUHOM paccioeHust aopThl. CorjacHO OnmyOJIMKOBAaHHBIM JIaH-
ueiM Hatzaras 1.S. et al., 67% nanuenToB npu onpoce CBA3bIBaIN (PakT pac-
CIOCHUSI aOpPThl CO 3HAYUTEIIBHBIMU CTPECCOBBIMU CHUTYAI[USIMHU WU
MOBBIIICHHON (PU3UYECKON aKTUBHOCTBIO. TpUTTEepHBIM (haKTOPOM JIUCCEK-
I[MU a0PTHI Y MAIIUEHTOB SIBJISETCS CTPEMUTENIBHBIN U BBICOKUH MTOABEM ap-
TEPUAJILHOTO JABJICHUS, BO3HUKAIOIIUN MPH IKCTPEMATbHBIX (PU3UKO-IMO-
IIMOHAJILHBIX Harpy3kax. B KauecTBe Ka3yHCTUUECKUX OIMHMCAHUM
paccMaTpUBAIOTCS PACCIOCHHUS AOPThI, BO3HUKIIKE BO BpEeMs ITOJIOBOTO
aKTa, aKkTa JieeKkanuu, Kaule Wil YuXaHuu.
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Puc. 14. Bausanue apemenu cymox (4, b) u eooa (B, I')

Ha yacmomy paseuniusi paccjioeHusl aopmaol
A — wdJacTtoTra IOSABJIEHHUS CHMITOMOB PacCCIIOCHUA aoOpPThl B TCUCHUC CYTOK,
b — cyrounbie koiiebaHusl Havajla CUMITOMOB PAacCIOCHUS a0pThI (TUCTOTPAMMBI
MPEACTABIAIOT OO0 00Iee KOTUYECTBO COOBITUHM, MPOUCXOISIINX B KaXK]IbIN Yac
I[HSI), B — wactoTra mosiBjIEHWS CHUMITOMOB PaCCIIOCHUA aOpThl B TCUCHHUC TI'OJ4,
[' — ce3oHHBIC KOJEOAHUS Hayajga CUMIITOMOB PAacCIOCHHUS aOPThI, (TUCTOTPAMMBbI
MPEACTABIAIOT 00Iee KOJIMYECTBO COOBITHM, MPOUCXOMAIINX B KaXKIOM MeECSIIe
roga) (Ramanath VS, Oh JK, Sundt TM, Eagle KA. Acute aortic syndromes and
thoracic aortic aneurysm. Mayo Clin Proc. 2009;84(5):465-481)

EnvHuuHbIE 1 MHOKECTBEHHBIE KUCTHI IOYEK aCCOLMUPOBAHBI C pac-
CJIOCHUEM T'PYJHOW a0pThI, UYTO OOYCIOBJICHO MOBBIIIIEHHONW aKTHBHOCTHIO
METAJJIONPOTEHNHA3 B pe3yJibTaTe MyTalluid B TeHaX, KOJAUPYIOMHNX OCIOK
IUIa3MBbI TTIOJIULIMCTUH-] U TOIUIIMCTUH-2.

[IIBeacKkUMH HCCIIEIOBATENSIMU Obljla JOKa3aHa CBA3b PAaCCIOCHHI
IPpYJIHOM a0OPTHI U MaXOBbIX I'PbDK. [[aTOreHeTHYeCcKass OCHOBA ATOTO (PeHO-
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MEHa 3aKJIF0YaeTCs B HAPYIICHUU PAaBHOBECHUS COEIUHUTEIILHOTKAHHOTO TO-
M€0CTa3a, BKIIOYAOIIEr0 COOTHOLIEHUE Mexk 1y kostareHoM | u Il tuna, a
TaKX€ B HAIMYUH AUCOATaHCAa MEXY MATPUYHBIMU METAIIONPOTEUHA3AMU
U UX UTHTHOUTOpaMHU.

Bricokoe coneprkaHue TOMOIUCTENHA B KPOBH CITOCOOCTBYET yCKOpe-
HUIO aT€POCKIIEPOTUUECKHUX MPOIECCOB, AJIACTOINU3Y, HAPYIICHUIO ICTIOHU-
POBaHMS KOJUIAr€Ha U, 3a CYET 3TOr0, CHIHKEHHOMY KOMILIAMHCY aopTaib-
HOM cTeHku. Kpome 3TOro, ocymecTBiaseTcsi MHIYKIUS OKUCIUTEIBHOrO
CTpecca U aKTUBALMUS JJATEHTHBIX MATPUYHBIX METAJUIONPOTENHA3, YTO OKa-
3bIBAET HETATUBHOE BIIMSIHUE HA COCTOSTHUE A0PTAIbHOW CTEHKH.

Paccioenue aopTel u3pellka BO3HHMKAET MPU THIEPKOPTULIM3ME U
dbeoxpomoruTome. J[pyruMu peKUMU COCTOSIHUSIMU, COTPOBOKIAIOIIH-
MHUCS paCCIIOCHUEM A0PTHI, SIBJIAIOTCS CUCTEMHAasi KpacHasi BOJYaHKa, peIu-
TUBUPYIONTUN MOJUXOHJPUT, XPOHUUYECKUN HEPOMATUYECKUI KUCTO3 U
osteogenesis imperfecta.

Taxkum oOpaszoM, puUpoa Pa3BUTHSA PACCIOCHUS TPYIHON aOpTHI TO-
JUATHOJOTHYHA. DTO 00CTOSATEIIBCTBO TPEOYyET OoJIee TIIaTEILHOTO 00CIe-
JIOBaHMS TAIMEHTOB Ha TMpPEIMET aopTajlbHOIO CTaTyca, HUMEIOIIUX B
aHaMHE3€ PaCCMOTPEHHBIE BBIIIEC KIUHUUECKUE COCTOSIHUAL.

TECTOBBIE 3AJIAHUSA
Buvibepume o0un npasunvhsiii omeem.

1. HAUBOJIBIIEE 3HAYEHWME B PA3BUTHUM PACCIIOEHUA
BOCXOJISIIEN AOPTHI UMEET

1)Bo3pacr

2)apTepraibHas TUTICPTCH3HSI

3)kypeHue

2. CHHJIPOM MAP®AHA XAPAKTEPU3VETCS MVYTAILIMSIMU B
T'EHE

1)FBN1

2)COL3A

3)ACTA2

4A)MYH11
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3. PUCK HAJIMYUS 3ABOJIEBAHUI AOPTHI V TIOTOMCTBA
WHJIUBUJIA C TTATOJIOTUEN AOPTBI MOXET JIOCTUTATH
1)20%
2)50%
3)100%

4. 114 THUITIA MEJIMAHEKPO3A XAPAKTEPHO
[TPOKCUMAJIBHOE TTOPAJXKEHUE AOPTBI, MOJIOJIOW BO3PACT,
PEJIKOE COUETAHUE C ATEPOCKJIEPO30OM

1) nst mepBoTO

2) 11 BTOPOI0

5. HAUBOJIEE BEPOSITHBIU NCXO/J ITP1 JEHEJIEPALIMOHHOM
ITOBPEXJIEHNUHN AOPTBI — 2TO

1)paccinoeHue

2)MOCTTpaBMaTHYECKas aHEBpHU3Ma

3)cMepTh

6. HAUBOJIEE YACTO  JOUCCEKIIMA YV ~ BEPEMEHHBIX
BbIABJIAETCA

1)mepBoM TpuMecTpe

2)BTOpPOM TPUMECTPE

3)TpeTheM TpuMECTpe

7. HYACTOTA PA3BUTHA PACCJIOEHMA AOPTHI BBIIIE
1) neTom
2) OCEHBIO
3)3umoit
4)BecHOM
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4. TIATOTEHE3 U TATO®U3NOJOI'NYECKHUE
ACIIEKTBI PACCJIOEHHUA AOPTbI

MonekysapHble MEXaHU3MBI JIETCHEPAIIUU CTEHKH A0PThI pEATTU3YIOTCS
B pE3yJbTaTe MaTOJOTHYECKHX U3MEHEHHUH B AKCIPECCHU TAKOTO KIIFOYe-
BOT'0 KOMITOHEHTA-IIUTOKMHA, KaK TpaHCHOPMUPYIONIHM pakTop pocta 6eTa
(TGFB) (puc. 15).

OH HaxoauTCA B 3KCTPALECIUIIOISIPHOM MAaTPUKCE B CBSI3AHHOM JIMTaH-
JaMU COCTOSAHUM. BrICBOOOXKJasiCh, NENTU TUMEPUIYETCS U CBSI3BIBACTCS
¢ noBepxHocThIO KieTok-penentopoB (TGFBR1 unu TGFPR2) u nnniuun-
pYET BHYTPUKJIETOUYHBIM CUTHAIBHBIA MyTh. Kiaccuuecku 3TOT CUTHaIb-
HBIH MTyTh MCITOJIB3YeT OCJIKOBBIM KoMIuieke Smad u acconuupyercs ¢ yBe-
JUYEHUEM MPOAYKIMU KOJUIareHa, 3JIaCTHHA, TKAHEBBIX HHIHMOUTOPOB
MMII ¢ nensto cunTe3a u crabunuzanuu I1IM. HaobGopoT, uepe3 anbTep-
HatuBHbIN TyTh (ERK 1/2) TGFf crmocoOcTBYET MPOTEOIU3Y U ACCTPYKIIUN
OIIM. Takum o6pazom, TGF BeIMOMHSET POJIb TOMEOCTATUYECKOTO PETY-
JSATOPa KCTPAUESIUTIONAPHOrO MAaTpUKCa TPYyAHON aOPThl. Y CUJIICHHAS BbI-
pabotka TGF[3 MoxeT ObITh JOCTUTHYTA PA3TUYHBIMU MYTSIMU: HEIPDEK-
TuBHOE noriomenne M nepextuBHbIM GUOPUIIMHOM-1, yCHUTIEHHBIN
BHYTPUKJICTOUHBIN CUTHAJIUHT, HUCXOASIIUNH W3 MYTHPOBAHHBIX TE€HOB
TGFBR1 wimm TGFPR2, akTuBarusi aHTHOTEH3UMHOBBIX perentopoB (AT1)
reHEPUPYET Yepe3 aKTUBHbIE POPMBI KHCIOPOia U P38 MUTOTEH aKTUBHUPO-
BaHHYIO MPOTENHKNHA3Y.

B cBoro ouepens, TGFP BeicTynaet peryasTopomM HEOOIBIIOTO OJIUTO-
HyKIeoTHaa (MHUKpOPHUOOHYKICMHOBOM KHCJIOTHI), OTBEYAIOIIETO 34
aronTo3 IIaJKOMBIIICYHBIX KJIETOK U Moayisunio MMIIL. Ot nporeassl,
crienUYHbIC K KOJUIareHy, 3J1acTUHY, 0a30(pMILHOMY BEIIECTBY, BHICBO-
ooxnatorcst B O1IM kak HeaKTUBHBIN MPONENTHI, KOTOPBI aKTUBUPYETCS
HECKOJIbKUMU MYTSIMU, HAUOO0JIEE YaCThIM aKTUBATOPOM SIBJISIETCS] TKAHEBOU
aKTUBATOp IUIA3MUHOTE€HA. TakKe MX 3KCIPECCHs 3aBUCUT OT U3MEHEHUS
reMOJMHAMUYECKUX CUJI U HANPSIKEHUSI aopTajdbHOU cTeHKU. Kpome Toro,
YCUJICHHOE MPOU3BOACTBO MyTUPOBaHHOTO KojutareHa |1l Takke Hapymaer
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1esoctHOCTh DL[M. IIpu 3TOM OTMEUaeTCa AEe3UHTETpalvs KOJUIAr€HOBBIX
BOJIOKOH, a Tak)Ke O0eCTOpsI0YHOE PACIIOIO0KEHHUE TJIaIKOMBIIIEYHBIX Kie-
TOK.

CBAasbiBaHUe

MyTtauyma MyTtauymsa
Anglln AT1
LN ( ' FBN-1 TGFRIR
ANCOYHKLUMOHANbHBI AVCOYHKLMOHANbHDBIN

¢ubpunandlmna | TGF-BR1/2

l MyTtauymsa

ANTGF-B1 COL3A

AunchyHKUMOHANbHDIM
| KonnareH lll Tuna |
t-PA
‘ PemopennposaHue 3UM ,_J

p38MAPK

e

AMMP-2 & -9

MyTtauua
l JlesopraHnsoBaHHble ACTA2
rnafKombiLIeYHble <+
PaccnoeHue Knei —

’ MYH11

aopThbl

Puc. 15. Cxema yenmpanuzosannou poau TGFf 6 popmuposanuu
paccioenusi 2pyOHOU aopmol.

ACTA2 — reH, Kogupyrolui TriagkoMelieynbld o2-aktuH, Angll — anruorensun |l
(angiotensin Il), AT1 — penenitop anruorensuna 1 (angiotensin receptor 1), COL3A — reH,
kopupyrouit koyareH |l tuma, ERK — BHekneTouHnast curHaapHOperyiaupyemasi KuHasza
(extracellular signalregulated kinase), FBN-1 — ren, koaupytrommii pudpumma-1, miRNA29
— MHKpOpuOOHYyKIIenHoBas kuciora, MMP — marpudanas meramtonporenHasa (matrix metal-
loproteinase), MYH 11 — ren, koaupyromuii Tshkenyro 1ens muozuna, P38MARK — p38 mu-
TOrCH-aKTHBHPOBaHHAas nMpoTerHKrHa3a (P38 mitogen-activated protein kinases), ROS — axk-
TuBHBIe (OpMBI KHciopoja (reactive oxygen species), Smad — OelKH-TpaHCKpHII-
IIUOHHBIC MOYJIATOPBI, KOTOPBIE OMOCPEAYIOT HECKOJIbKO CHUTHAIBHBIX myteit, TGF-f —
tpanchopmupyrommii gpaktop pocra 6era (transforming growth factor beta), TGF-pR1/2 —
peueniropsl 1/2 Tpanchopmupyromiero gakropa pocra 6eta (transforming growth factor beta
receptor 1/2), t-PA — tkaneBol akTmBaTOp IuTa3muHOreHa (tissue plasminogen activator),
VSMC — rimagkoMmbliieuHbIie KISTKU cTeHKkH cocynoB (Vascular smooth muscle cell), O1IM —
IKCTpALEIUTIOJSIPHBIA MaTpuKe.( azantupoBano mo Ruddy J.M., Jones J.A., Ikonomidis J.S.
Pathophysiology of thoracic aortic aneurysm (TAA): is it not one uniform aorta? Role of
embryologic origin. Progress in cardiovascular diseases. 2013;5:68-73)

40


https://ru.wikipedia.org/wiki/%D0%A2%D1%80%D0%B0%D0%BD%D1%81%D0%BA%D1%80%D0%B8%D0%BF%D1%86%D0%B8%D1%8F_(%D0%B1%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F)
https://ru.wikipedia.org/wiki/%D0%A2%D1%80%D0%B0%D0%BD%D1%81%D0%BA%D1%80%D0%B8%D0%BF%D1%86%D0%B8%D1%8F_(%D0%B1%D0%B8%D0%BE%D0%BB%D0%BE%D0%B3%D0%B8%D1%8F)

Takum 00pa3oM, CyIIECTBYET CJIOKHAS IeMb NaTO(U3UOIOTHUYECKUX
IIPOLIECCOB, HAPYIIAKIINX HOPMAIBHYK CTPYKTYPY SKCTPALEILTIOISIPHOTO
MaTpuKca, pe3yJibTaTaMi KOTOPBIX CTAHOBUTCS 3HAUUTEIIBHOE OCTIa0JICHUE
MPOYHOCTH AOPTAIIBHOM CTEHKH, MOTEPU €€ NACTUYHOCTH, YTO CO3JAET
YCIIOBHS JJ1s1 Pa3BUTHS JUCCEKIIUU A0PTHI.

[TaTorenes paccioeHus aopThl ABISETCA MPEAMETOM OIPEACIECHHBIX
pa3HoTJIacHil Kak B OTHOIIECHUHU (PAKTOPOB MPEIPACION0KEHHOCTH A0PTHI K
PacCCIIOCHUIO, TaK U ITyCKOBOTO MEXaHU3Ma, TPUBOASAIIETO K PACIPOCTPaHE-
HUIO TpoIecca Mo XOay aopThl. XOTd (PakTopsl, MpeApacroiaraloimme K
PAcCCIOCHHUIO a0OPThI, B HACTOAIECEC BPEMsSI YACTUYHO BBIABJICHBI, (PaKTHUE-
CKHI MYCKOBOW MEXaHU3M (T.€., IEPBUYHBIA pPa3pblB MEAUAIbHBIX CIIOEB
WJIU Pa3pblB UHTUMBI U MEJIMH ) OCTAETCSI HEOTIPEACICHHBIM B KaXK/IOM.

Campblil cBeXUi BKJIaJ B pPeIIeHUE 3TOTro Bompoca BHecau Robicsek u
Thrubrikar, ocBeTuBIIIIE OCHOBHBIE (haKTOPBI, OTBETCTBEHHBIC 3a paccioe-
HUE CTeHKH a0pThl. OHM BKIIIOYAIOT B CE0s1 CHIDKEHHE 3JIaCTUYHOCTH CTPYK-
Typ, IOJABEPTAIOIIMXCA BO3JACHUCTBUIO yJapa apTEPUAIBHOM ITyJIbCOBOU
BOJIHBI, TTOBBIIIEHUE KPOBIHOTO JABJICHUS U JUJIATALIUIO A0PThI, COMIPOBOXK-
JAFOITYOCS HCTOHYEHUEM €€ CTCHKH.

Ocnabnenue cmenku aopmol

DJIACTUYECKHUE BOJIOKHA AOPTAJIbHOW CTEHKH OMPEAECISIOT 3JIACTHY-
HOCTB a0pThl, CMATYasi KHHETUYECKUM yaap MyJbCOBOW BOJIHBL. B IpoTuBo-
MOJIOKHOCTh UM, KOJIJIar€HOBBIE BOJIOKHA, YEH 3JIaCTUYECKHI KO3 duIu-
eHT B 400 pa3 Oombllle TAKOBOTO 3JIACTHHA, OTPAHUYUBAIOT PACTSKEHUE
aoOpThI, TEM CaMbIM OMpPENECIISis €€ NMPOYHOCTh. B pesynbTare paguaibHbIe
CHUJIbI BOJIHBI ITYJIbCOBOTO JIABJICHUS PACTATUBAIOT A0PTY B COOTBETCTBUHU C
KPUBOM, XapaKTEPU3YIOMIEHCS BBICOKUM KOMIUIAWHCOM ITPY HU3KOM JIaBJie-
HUW U PE3KO MOBBIIAIOMIENCS PE3UCTEHTHOCTHIO K TATBHEUIIIEMY PaCTsIKe-
HUIO MPY MOBBIIEHUH AaBlieHUs. CTaTUUYECKUM 3acTUUeCcKuil Kodphuiiu-
€HT TPYJHOM aOpThl OKa3ajCsi MEHBIIHMM, YEM TaKOBOW OPIOIIHOW aopTHI,
4TO OOBACHSIETCS MPeoOJIalaHueM 3JaCTUHA HaJ KoJulareHoM. DTUM (ak-
TOM OOBSICHAETCS MPEAPACIIONOKEHHOCTh a0PThl K BOSHUKHOBEHHIO Pac-
CJIOCHUS B MPOKCUMAJIbHBIX OT/IEJIaX.

JlereHepaTUBHBIE U3MEHEHHSI B MEAUN MOTYT 3aTparuBaTh €€ 3JIaCTH-

YECKHM, KOJIJIAreHOBBIN M MBIIIICUYHBIN KOMIIOHEHTHI. [loBpexaeHre 1000ro
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U3 ATUX AJIIEMEHTOB CHUXAET PE3UCTEHTHOCTh CTEHKU aOpThl K F€MOJIMHA-
MUYECKOI Harpy3Kke. 9TO MOKET MPUBECTH K aHEBPU3MAaTUUYECKOMY PaCIlIU-
PEHUIO a0PThl C MOCIEAYIOIIMM paccloeHHeM. B MpoTHBOMOI0KHOCTh
ATOMY, TIOBBIIICHUE COJIEPKAHUS KOJIJIareHa B MEIUH, HapUMED, MIPU pe-
napatuBHOM (puOpo3e, Aenaet aopty 0osee )KeCTKOM, TeM CaMbIM YCUIIUBast
BO3JICWCTBUE BOJHBI ITYJILCOBOIO JIABJIICHUS U CHUXKAsl €€ MTPOYHOCTb.

VY mauueHToB ¢ pacCcI0E€HUEM A0PThI MOBPEXKACHUE CTPYKTYPHBIX 3JIe-
MEHTOB M€Y BUJIHO MPU CBETOBOM MUKPOCKOMHU. B 1pyrux ciydasx nan-
HbI€ U3MEHEHHUSI AUCKPETHBI UJIK BOBCE HE ONPENETAIOTCS IPU OOBIYHOM HC-
CJICIOBAHUU U MOTYT OBITh BBISIBJICHBI JIUIITF UMMYHO(IFOOPECIICHTHOM NN
ANEKTPOHHON MHKpockonuei. OgHako Hab0laeMble CTPYKTYpHbIE Jie-
(eKTh HEe OOBACHSIOT, MOYEMY B OJHUX CIy4asx aopTa JAWIATUPYETCS U
pa3pbIBaeTcs, B IPYruX — pacCIauBaeTCs, @ BO MHOTUX CITy4asiX HU TOTO, HU
APYroro OCJIOXKHEHUS HEe HAOMIOAAeTCs BOINPEKH HAJIUYMIO JEreHepaluu
MEIHH.

Mexanuueckue ghaxmopul

[TockonbKy AereHepaTUBHbIE U3MEHEHHUS B PACCIOCHHOM aopTe camu
1o cede 3a4acTyl0 HE HACTOJIBKO TSXKEIbl, YTOOBl UMH OOBACHSIIOCH Pa3BU-
THE JAHHOTO KaTacTpO(PUIECKOTro COOBITHS, TPEOYIOT PACCMOTPEHUS MeXa-
HUYECKHUE CHUJIbI, ICHCTBYIOIIME HAa aOpTalbHYI0 CTEHKY. VX Tpu Buja:

1)  cwibl, cBSI3aHHBIE C U3THOAMU A0PTHI B OTIPEACTICHHBIX MECTaX,
2)  CHWJIBI paauaabHOTO BO3ACHCTBUS MyJIbCOBOM BOJIHEI,
3)  «caBuraromee» BO3EHCTBUE MTOTOKA KPOBH.

OTHOCUTEIBHO MOJBHKHBIA KOMILUIEKC, BKITIOUAIOMINI B ce0s cepale,
BOCXOJIAIIYIO a0PTY U YTy, MOJIBEIICH Ha CYNPaaOpPTAIbHBIX BETBAX, B TO
BpeMsI KaK HUCXOIAIIAsl YACTh )KECTKO MPUKPEIIeHa K TO3BOHOYHUKY. DTOT
KOMILJIEKC COBEpIIAET MagTHUKOOOpa3HbIE IBMKECHUS B TEUCHHUE CepJey-
HOTO IIMKJIa, pa3BUBasi MaKCUMaJlbHbIE CHJIBI Cr0a B OCHOBAaHUM U TEpe-
mieiike aopThl. B To ke BpeMs Iyra mpeicTaBisieTcsl B BUJIE PUTMUYECKU
pacimumpsomencs neTiv, GUKCHpoBaHHbIE TOYKU OMOPHI KOTOPOI MOABEp-
raloTcs HanpspKeHUro Ha u3ru6. Bee 3To — mecta Hanbosiee 0OBIYHOTO BO3-
HUKHOBEHUS PACCIOEHUS A0PThI, UTO YKa3bIBa€T Ha BaXKHOCTh CUJI U3ruoa,
BO3JICUCTBYIOIIMX HA CTEHKY aopThl. [IOCKOJIBKY 3TH CHIIBI IEHUCTBYIOT Ha
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MIPOTSHKCHUH BCEH KM3HU, caMU 110 cebe OHM HEe JafoT KJII0Y K pasrajke,
MMOYEMY PaCCIOCHUE B OJTHUX CIIy4dasX BO3HUKACT, a B IPYTUX — HET.

CBs13b pacciioeHus ¢ aOCOMIOTHBIM YPOBHEM apTEePHUAIBHOTO JTaBICHUS
1 0COOCHHO ¢ KPYTH3HOW BOJHBI MyJIHCOBOTO JaBieHus (dp/dt) obmemnpu-
3HaHA. DTH CHJIBI OKa3bIBAIOT JOIMOJIHUTEIPHOE MEXaHWYEeCKOE BO3ICH-
CTBHEC Ha CTCHKY aOpTHI, BEIAyIee K YCHIICHHIO METa0OIM3Ma TIIaIKhuX
MBIIIII] MEIHAIBHOTO CIIOS M IOIOJHUTEIIFHOMY OTJIOKEHHIO KOMIIOHEHTOB
AIACTUYECKUX IUIACTHHOK, BKJIIOUAsl CBSA3BIBAIOIINE MX DJACTHUYCCKHUE BO-
nokHa. CrienoBaTeaIbHO, HE3aBUCHMO OT NPUYMHBI, YMECHBIIICHUE KOJHUYe-
CTBa TJIaJKOMBIIICYHBIX KJIETOK U U3MCHEHHUS B DJIACTHYCCKHUX U KoJjlare-
HOBBIX KOMITOHGHTaX MEIWH JOJDKHBI HM3MEHSTH IIPUCIIOCOOIIEMOCTh
AOPTHI K MOBBIIIICHHON MEXaHWYECKOW Harpys3Ke.

Ctpyst KpOBH, KOTOPOH Cy>KEHHE HOPMAJILHOTO JHAMETpa aopThl WIIH
a0pTaJILHOT'O KJIaITaHa MPHU/IaeT BEICOKYIO CKOPOCTh, CO3/1aET MOBBIIICHHYIO
paguaIbHYIO CHITY, a TaKXK€ CHIIBHYIO JIOKAIbHYIO TYpOYJIE€HTHOCT. JTO
MOXET TOBPEKIATh CTCHKY a0OpThI M 0CIa0IsITh ee. [losBIeHre Takux J10-
KJIM30BAaHHBIX CIA0BIX 30H MOXKET IMPUBECTH K TTOCTCTEHOTHYECKOMY aHe-
BPU3MATHYECKOMY PACIIMPESHHUIO U HHOT/Ia K PaCcCIIOCHUIO.

B BHIy MHOXECTBEHHOCTH CHJI, ACHCTBYIOIMUX HAa CTEHKY aOPThI, €€
CKJIOHHOCTB CKOp€€ K JieJJaMHUHAIINH, YeM K pa3pbIBY, Oblja 00bsICHEHA JeH-
CTBHEM «CIBHTAOIICH» CHIIBI ITOTOKA KPOBH, BBI3BIBAIOIIECTO MPOJIOJIBHOE
HaIMpsOKEHHUE B CTEHKE aopThl. Bo3HMKaroIas mpu 3TOM TEHISHITUS K CMe-
IIICHUIO BHYTPEHHUX CJIOCB B JUCTATbHOM HAIPABJICHUH IO OTHOIICHUIO K
HapY>KHBIM O0BSCHSICTCS IMOTEepel MeIMei CITOCOOHOCTH K CIICTIJICHHUIO B pe-
3yJbTaTe ee aereHepanun. Ha camoM nene, MeIuio aopThl MOYKHO paccMmar-
pUBaTh KaK JBYCIOWHYIO TPYOKy, B KOTOPOW 3JaCTUYHOCTh HAPYKHOTO
CJIOS BBIIIIC, Y€M BHYTPEHHET0, YTO MPEIpacIiojaracT e¢ K pacCIOCHHIO.

Junamayua aopmol

JlunaTanms aOpTHI IPEAINICCTBYET €€ PACCIOCHHUIO B PSJIC CUTYaITUi, OT
AKTA3MM KOPHS A0PTHI JI0 MIOCTCTEHOTHYECKOTO paciiupenns. Takum obpa-
30M, YBEIUYCHUE AUAMETpa aOpThI SIBISETCS SIBHBIM IIPEABECTHUKOM pac-
cnoeHus. B pacmmpeHHol aopTe cuia, MPUBOJAINAS K PacCIOCHUIO, CO-
CTOWT U3 PaIaIbHOTO M IIPOJIOIBLHOTO BEKTOPOB, IPUIEM ITOCICAHUN TTPH

AuiiIaTaiguy aOpThl YBCINYUBACTCS CHIIBHCC. 910 pacCMaTpUuBaCTCA KakK
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MpUYMHA TUIUYHOTO TIOMEPEYHOI0 pa3pbiBa BHYTPEHHUX CJIOEB CTEHKH
aopTHI.

[IpeamiecTBytolee aHEBPU3MAaTUUECKOE PACIIMPEHNE a0PThI, OJTHAKO,
HE 00BSICHAET BOSHUKHOBEHUS PACCIOCHUS Y MHOTHX, &, BO3MOXHO, Y 00JIb-
IIMHCTBA MALUEHTOB. TeM He MeHee, OlpejieieHHas CTENeHb AuiaTalluu
aopThI OOBIYHO UMEETCS 1, BOBMOYKHO, 3aBUCHUT OT CTETICHU IPEAICCTBYIO-
et runeprer3uu. [1ogoxuTenbHas KOPPesus MEXIy CpeIHUM KPOBS-
HBIM JIaBJICHUEM M JIMaMETPOM TPYIAHOW aopThl MOKa3bIBajach HEOIHO-
KpaTHO.

3anyckarowuii mexanuzm

CyIecTBYIOT JB€ 70 CUX IMOP HEIOKa3aHHBIC TEOPUH OTHOCHUTEIHHO
COOBITHS, CTY)KAIIET0 TOTYKOM K Hadaly PacCiIOCHHS aopThI: TIEPBUYHBIH
pa3pbIB MHTUMBI U JIeJIaMHHAITUS MEIUH, BhI3BaHHAs (DOPMUPOBAHUEM HH-
TpamypajbHOW remMaToMbl. [IepByr0 TEOpHIO 0Ka3aloch TPYIHO IMOIATBEP-
IUTH B DKCIIEpUMEHTaX Ha *UBOTHBIX. Blanton u Prokop denectpupoBanu
BHYTPEHHHUE CIIOM a0PTAIBHOM CTEHKH Y COOaK, MHOT/Ia BhI3bIBAs pacciioe-
HUE aOpTHI MPU BHICOKOM MYJbCOBOM JaBIEHHWU. B MPOTHBOMOIOKHOCTH
ATOMY, HMMEETCS MHOKECTBO IATOJIOTOaHATOMUYECKMX W KIIMHHUYECKUX
HAOJFOZICHU, B KOTOPBIX NMPUYMHOMN JIeJJaMUHAIIMN aOPThI CIYKHWIN pa3-
pBIBBI MHTUMBI. KOHIIENIUS TEpBHUYHOTO pa3pbiBa BHYTPEHHUX CJIOCB
MEJIMU TaKKe TOATBEPIKIAECTCS HAX0IKaMU Pa3pbIBOB MPU OCTPOM PacClio-
€HUU aOpPTHI U MPU HETMOJHOM PACCIOCHHUH, KOTJIa UMEeTCs JHUIIh HEOOb-
ol 1edext co cnadbIMU U3MEHEHUSIMU B OKpYykaromiei meauu. Paccnoe-
HUE MOXKET Tak)Ke HAUMHATHCA B pacmaJaromieiicss aTepOCKICPOTHUCCKOM
OJIsIIKe.

HHTepecHOo, 4TO pacciioeHUs B pe3yJIbTaTe IMOJOOHBIX BMEIIATEILCTB Y
TOKHJIBIX IMAITUCHTOB CIIYYarOTCs HAMHOTO 00JIee 4acTo, YeM y MOJIOBIX,
4TO €Ile pa3 MOJTBEPKIaeT 3HAUCHUE MMEIOIICHCS JereHepaluu MeIuu.
ScHO, 4TO HE3aBHCHUMO OT MPHUYHHBI, JI000€ MOBPEkKICHNE BHYTPEHHHUX
CJIOCB CTEHKH aopThl OyJET YBEIMYHBATH «CIBHUTAIOIIYIO» CHIY MOTOKA
KPOBU M CO3/1aBaTh YCJIOBHS JUISl PACCIIOCHUSI MEAWU BOJIHOM ITyJIHCOBOTO
TaBJICHUS.

Psin mabmroeHnid, Kak SKCIIEPUMEHTAIBHBIX, TaK M KIMHUYCCKHX, T'O-

BOPAT B NMOAAEPKKY aJIbTEPHATUBHOTO MYCKOBOTO MEXaHU3Ma PACCIOCHUSA
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aopthl. HensMeHeHHass Megna HOPMAJIBbHOW a0PThI TPYIHO PACHICIUIACTCS Y
YKUBOTHBIX Y YEJIOBEKA TPU HHBELUPOBAHUY )KUAKOCTH, OJHAKO 3TO MPOHUC-
XOJIUT TIPU BBICOKOM JIaBJICHUU Ha TPAHUIIC HAPYKHOU M CPEIHEU TPETH.
Bocxoasmuii 1 HUCXOISAIIMM OTAENBI a0PTHl PACCIAUBAOTCS JIETYE, YEM
ayra u OpIOIIHON OTJEN, YTO HaAXOAUTCS B COOTBETCTBUU C KIMHUYECKUMU
naHHBIMU. Upe3mepHasi HU30THYTOCTh a0PThI TAKXKE CITIOCOOCTBYET pacclioe-
HUIO cpeaHel 000109ku. UTOOBI HU O3HAYaIM 3TH JIaHHBIE, OHU SICHO MOKa-
3BIBAIOT, YTO PACCIOCHUE AOPThl MPHU OMNPEACIECHHBIX YCIOBUSAX MOXKET
HA4YaThCA B OTCYTCTBUU MEPBUUHOTO Jepexta. OHO MOXKET SIBUTHCS CIEI-
CTBHEM MEPBUYHON OTEPH CLETUICHHS CIIOEB MEIUU, HAIIpUMeEp, mpu 3a00-
JIEBAaHUSX COCAUHUTEIHLHON TKAaHU WJIW MPU HAPYIICHUU €€ KPOBOCHAOXKe-
HUSI.

Posib u3MeHeHuii B vasa vasorum, MpOHU3bIBAIOIINX HAPYKHYIO MOJIO-
BUHY MEIUU CO CTOPOHBI QJBCHTHUIIMHM U PA3BETBISIONIUXCS HA 3TOM
YPOBHE, MOKET MPUBOJIUTH K (HOPMUPOBAHUIO TUITUYHON MHTPAMypaIbHON
reMatoMbl. OTMEUYEHO, YTO B PACCIOEHHBIX a0pTax vasa vasorum paciiu-
PEHBI, HATSIHYThl, TOHKOCTEHHBI U HE UMEIOT MOICPKUBAIOIIUX 3J1aCTHYE-
CKMX BOJIOKOH. JTO, MPEANOJI0XKHUTEILHO, CIIOCOOCTBOBANIO HUX Pa3phIBY.
OnHako, Ipyrue uccieoBaTelM OTMEYald, YTO vasa vasorum, HarpoTHUB,
CY>XE€HBI, UTO CKOPEE BEJIET K UIIEMHUHU CTEHKH a0PThI, YeM (HOPMUPOBAHUIO
r€MaTOMBI.

O06o0mmas, cieayeT cka3zaTh, 4TO B OCHOBE IaTOr€HE3a PAaCCIOCHUS
aopTHI JIEXKAT HAPYIICHUE XAPAKTEPUCTHUK CTEHKU U HE(DU3UOJIOTHUYECKHE
reMOJMHAMUYECKHE CUJIbI, ICUCTBYIOIINE HA a0PTYy, KOTOpasi OOBIYHO pac-
UpPSAETCS MEepel TeEM, Kak pacciaouTbesi. OTHOCUTENBHOE 3HAYEHUE 3TUX
(bakTOpOB pa3IMYHO B KOHKPETHBIX ciydasx. [ToBpexeHne BHyTpeHHEH
CTEHKH paccMaTPUBAETCS KaK IMyCKOBOE COOBITHE B OOJBIITMHCTBE CIIy4aeB
paccioeHus, a pa3Has 3JaCTUYHOCTh CIIOEB MEIHUM SIBIISIETCS MPUYUHOU
JNAJBHEUIIIETO PACHPOCTPAHEHUS PACCIOCHHS.

Knaccuueckoe paccinoeHue xapakTepu3yeTcsi pa3pblBOM HHTUMBI U
BHYTPEHHETO CJIOS MeIuM (MEPBUYHBIN ACHEKT), MPUBOASAIIUM K OOIIHP-
HOMY pAaCHICIJICHUIO MeINU aopThl. ICTUHHOE pacciioeHue aopThl CIEAYET
OTJIMYaTh OT HETPABMATUYECKOI'O CIHOHTAHHOTO CKBO3HOI'O pa3pbiBa U OT
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OTPaHMYCHHBIX Pa3phIBOB MHTHMbI U MEIAUHU C JIOKAJU30BAHHBIM «HEITOJI-
HBIM» pacciaoeHrueM. B ocCHOBe MOCIeTHNX COCTOSIHHM, BEPOSTHO, JISKAT T
K€ MEXaHU3MBbI, YTO U IIPU «IIOJTHOMY PACCIOCHUH.

[Iportecc pa3BUTHS TUCCEKIIMU aOPTHI, KaK MPEACTABISICTCS Ha COBpe-
MEHHOM YPOBHE, CIICAYIONTNN: KPOBb, MPOHUKAIOIIAS B CTEHKY a0PTHI Uepe3
MEePBUYHBIN Me(EKT, paccaauBaeT Hapy>KHBIE CIIOM MEIUM Ha Pa3InIHOM
MPOTSHKEHUM TPOKCUMAIBHO U 0COOCHHO JUCTaNbHO (puc. 16).

@ Dissection

Cross section

Puc. 16. Mexanusm paccroenus aopmol
(https://medsphere.wordpress.com/2017/08/31/aortic-dissection/)

OOpasyercst 1Ba, a MHOTJIa MHOXXECTBO MapaJUICNIbHBIX KaHAJIOB, U
KpPOBB 4aCTO MOCTYNAeT 0OpaTHO B UCTUHHBIN MPOCBET B OJHOM UIK OoJiee
MecTtax. PazBuTue paspbiBa XapakTepHO B MECTE MEPBUYHOTO AeeKTa ue-
pe3 TOHKYIO CTEHKY JIOKHOT'O KaHalla, CJIOU KOTOPOr0 MOTYT OBITh JOMOJI-
HUTEIBHO OCNA0JICHbI TPAHCMYPAIbHBIM HEKPO30M BCJICICTBUE JIABJICHUSI.
OTMeuanuch ciydau pacciioeHus aopThl ¢ GOPMUPOBAHUEM UHTPAMYypaslb-
HOM reMaToMbl MPU OTCYTCTBUU TNepBUYHOTO Aedekxra. Kpome Toro, nume-

€TCsl PAl NJOKYMEHTUPOBAHHBIX KIMHUYECKHX CIy4acB MHTPaMypajibHOM
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reMatoMbl. [10100HBIE TEMATOMBI MOTYT KaK MPOrPECCUPOBATH B pacciioe-
HUE U pa3pbIB, TaK U paccacbiBaThCs. B mociennem ciaydae, OTHAKO, UMEET
MECTO OIPEIEIICHHOE KOJIMYECTBO OTCPOUYCHHBIX pacciioeHuu. B psane ta-
KHX CIIy4aeB OTMEUaJI0Ch HAJTMYUE MEPBUYHOTO AePeKTa, B IPYTUX — YTBEP-
XKIAJI0Ch, YTO OH OTCYTCTBYeT. HezaBrucHMO OT XapakTepa CBOEro pa3Bu-
TUSI, TAKUE TEMATOMBbI, C XUPYPrUU€CKOW TOUKH 3PEHUS, MPEACTABISIOT
co00i Pa3HOBUIAHOCTH OCTPOTO PACCIOCHUSI A0PThl U TPEOYIOT COOTBET-
CTBYIOILIETO MOJIXO/IA.

[IpenpacnonokXeHHOCTh TPOKCUMAIBHOW A0PTHI K PACCIOCHUIO OYe-
BuaHa. B 75% ciiygaeB Bo Bcex OOJIBIINX CEpUAX ayTOOICHIN HaOII01alI0Ch
BOBJICUECHUE B MPOILIECC BOCXOAsIIeH nopuuu 1100 nyru. Panee npeobnaa-
HUE PACCIOCHUS MPOKCUMAIIBHBIX OT/IEJIOB A0PThI CUUTAIOCH HAM0O0JIEE BbI-
PaXXEHHBIM TIpU cuHApoMe MapdaHna, oJJHaKO HE TaK JJaBHO ATa TOYKA 3pe-
HUsI ObUIa OMpOBEpPrHyTa TPYIION HCCIeI0BaTeell U3 YHUBEPCHUTETA
Jl>xona XomkuHCa, TJe 3a49acTyl0 HAOMI0Aal0Ch AUCTAIBHOE PaCcCIOCHUE.
Bosneuenue B npoiiecc ToJbko Bocxodiero otaena (turn Il no e bekn)
HMMEJIO MECTO, IO pa3HbIM cOo0OIIeHUsIM, B 12-28% ciaydaeB. B xupypruue-
CKHMX CEpHUAX YacTOTa PACCIOCHUM MPOKCUMAIbLHONU a0pThl MIMPOKO BapbH-
pyert. 1o coobmenuto DeBakey, ona cocraBmsina 37%. OqHako ero BHUMAa-
HUE OBIJIO COCPEAOTOUCHO Ha JUCTAIbHOW aopTe. B MpOTHUBOIOI0KHOCTh
eMy, BO BceX 00Jiee MO3JHUX KIIMHUYECKUX CepUsiX, Tpeobiiaiaiu 00IbHbIE
C ATOJIOTHEN TPOKCUMAILHOU aopThI (72%).

IIponieHT paccinoennit 1yru aopthl coctasisieT ot 10 1o 19% kak B na-
TOJIOTOAHATOMUYECKUX, TaK U B KIMHUYECKUX cepusx. M HampoTus, pac-
CJIOCHUE C HA4YaJIOM BHE MPEJEJIOB JYT'M OTMEYAIOCh MPUOIU3UTEIBHO Y
25% OonbHBIX. JIOKaTU30BaHHOE PACCIOEHUE OPIOIIHOM aOpPThI, KOTOPOE
4acTO MOJI03PEBAIOT HEOMBITHBIE JUATHOCTHI, B JACHCTBUTEIBHOCTH €CTh
penikoe coObITHEe, KoTopoe ciydaercs B 1-3% ciaydaes.

Pacciioenue, HaunHarOLIEeeECs B BOCXOISIIEH a0pTe U AYyre, JOCTUTAIIO
OproiHoro otaena B 24—44% cnydaeB. B oTinmyue oT 3TOro, B matoJioro-
aHAaTOMHMYECKOM HccieoBaHuu Roberts, a Takxke B psife Apyrux KIMHUYE-
CKHMX HCCJICIOBAaHUM B OOJBIIMHCTBE CIy4aeB B Mpoliecc Oblja BOBJICUCHA
Bcst aopTa. Korna paccioenre HaYmHaIOCh B HUCXOISIIEH aopTe, OPIOITHOM
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oTaen 01 3aTpoHyT B 14—17% cinyuyaeB. PaccioeHne MOXKeT OBITh OCTa-
HOBJICHO JIOKAJIbHBIM (POPO30M MeIUM NMPU KOAPKTAIIMHU a0PThI, B 00JaCTU
IIBOB, BBIPAYKEHHBIX aTEPOCKIEPOTHUECKUX Osiiek U aneBpusM. OgHako,
WHOT/Ia PACCIOCHUE MOXKET HAKJIAJbIBAThCA HA UMEIOIILYIOCS BEPETEHOOO-
Pa3HYI0 aHEBPU3MY HJIM BO3HUKATh MOCJIE KOPPEKIMH aHEBpU3MBbI. Benen-
CTBHE YK€ CYIICCTBYIONIEH BBIPAXKEHHOMN JET€HEepallMy CTCHKU, MPU JaH-
HBIX OCJIOKHEHUSX UMEETCSI OCOOEHHO BBICOKUM PUCK pa3pbiBa A0PTHI.

[Tpu paccnoeHur MPOKCUMAIIBHO JIOXKHBINA KaHaJ paclIupsieTCs BIIPABO
Y KIIEPEAU, TEM CAMbIM YAaCTO KOMIIPOMETUPYS WM TAXKE pa3pbiBas MPaBOE
KOpPOHAapHOE ycThe. Jlasiee J10>KHbII NpOCBET UAET BAOJIb BHITYKIOCTH 1YTH,
YIpOKasik MECTaM OTXOXIEHHUSI CYNpaaopTAIbHBIX COCYyJ0B. JlucranbHee
JIO>KHBIN MTPOCBET 3aXBaThIBACT JICBBIM MEPUMETP aOPThI, YTO YACTO MPUBO-
JTUT K pa3pbIiBy COOTBETCTBYIOIIUX MEXpeOepHBbIX apTepuil. Huke nua-
(dbparMbl MOXET MPOU3OUTU Pa3pPhIB B MECTE OTXOXK/ICHUS JICBOU MOUYCUHOU
apTepuM, B TO BpeMs KakK BHUCIIEpajbHbIC M MpaBas IOYEYHAs apTepUH
OOBIYHO OTXOJAT OT UCTUHHOTO MPOCBETa. Y OMypKaALMK U HUKE JIOKHBIN
KaHaJ paclIupsIeTCs 3a CHET UICTUHHOTO MPOCBETa cocy0B Ta3za. Kak u cie-
IyeT OXKUJlaTh, MPU JIEBOCTOPOHHEM XOJE PACCIOCHHUS OpIOIIHAsl 4acTh
aopThI OKa3bIBaeTCA 3aTpoHyTON y 80% OOJIbHBIX B KJIMHUKE.

[lepBuYHBIN pa3pblB UHTUMBI HAM0OJIEE YaCTO BO3HUKAET B BOCXOISI-
el aopre. ClienyronmM 1o 4acToTe BO3SHUKHOBEHUS IEPBUYHOTO Pa3phiBa
ABJISIETCSI HUCXOJSIIAsl 4acTh aOpThl M, PEIKO, Ayra WUjid OpIOILIHBIEC CEr-
MeHTbl. COOTBETCTBYIOIINE NPOMOPLHH, IO JTAHHBIM OOJBIIOTO MaTOJIOTO-
aHaroMuueckoro ucciegoBanusi Roberts — 70, 22, 7 u 1%. Pa3psiB B 00:1a-
CTH JyTHM C aHTerpajgHbIM, PETPOTPagHbIM WM JBYHANpPaBJICHHBIM
pacciioeHueM UMeeT Hanbosiee HeOIaronpusTHBINA MPOTHO3.

Coo00111eH1s T0)KHOTO MPOCBETA C UCTUHHBIM 0OBIYHO BO3HUKAIOT B 00-
JIACTU KPYTHBIX OOKOBBIX BETBEU a0PTHI, XOTSI YaCTO 3TU COOOIICHUS OOHA-
PY>KMBAIOTCSI BHE CBSI3U € cocyaMu. OKOJIO TTOJIOBUHBI BCEX JUCTABHBIX
KOMMYHUKAIIMA MEXJy MCTUHHBIM U JIOKHBIM KaHAJIAMU HaXOHSTCA B
OpIOITHOM, HUCXOISIICH U BOCXO/ISIIEH YacTH a0PThI (B OPSIAKE YMEHBbIIIE-
Husi). TakuM oOpa3zoM, GopMHUpPOBaHUE COOOIIEHUI JT0KHOTO MPOCBETA C
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HUCTUHHBIM SIBJISIETCSI OTHOCUTENIBHON PEIKOCThI0, B TO BpeMs Kak B KJIU-
HUKE Y OOJIBIIMHCTBA OOJBHBIX C OCTPBIM PACCIOCHUEM U MPAKTUYECKU Y
BCEX C XPOHUYECKUM UMEIOTCSI TAaKHE BTOPUUHBIE JE()EKThI HHTUMBI.

YacTas BCTpeyaeMOCTh pa3pbIBOB aOPTHI IPY BCKPBITUIX HAPSLY C OT-
HOCHUTEIBHOMN PEAKOCThIO 0OHAPYKEHUSI BTOPUYHBIX KOMMYHUKAIIUA MOTYT
OOBSICHATHCS TEM, YTO 00pa30BaHUE BTOPUYHOTO COOOIICHUS BEJET K Je-
KOMITPECCUHU JIOKHOTO KaHajla aopThl, TEM CaMbIM OTCPOYMBAs WIM Jaxke
npeaoTBpaias pa3psis. CiegoBaTeabHO, Takue 00JIbHBIE C OOJBIIEH BEPO-
ATHOCTBIO JOKUBYT JI0 omniepariu. Roberts oJHako 0TMeUaeT, 4TO HaIuuue
BTOPUYHBIX KOMMYHHUKAIMK HE O3HAYAET JIYUIIUWA OTIAJECHHBIN IPOTHO3,
MOCKOJIBKY OOBIYHO, HE CMOTPS Ha HAJIMYKUE BHIPAXKEHHBIX CT'YCTKOB, Pa3BU-
BaETCs aHEBPU3MATHUECKOE PACIIMPEHHUE JIOKHOTO KaHasa. B kinuHnueckoi
MPaKTUKE TPOMOO3 JOKHOTO MPOCBETA OOBIYHO OKAa3bIBACTCS HEIOIHBIM,
€CJIM TOJIbKO TpOoMO He PopMHpYETCS B CIENOM KapMaHe JIOXKHOTO KaHaJja.
[TogoOHBIM 3x€ 00pa3oM, XUPYPrHUECKOE YCTPAHEHUE IEPBUYHOTO JedeKTa
OOBIYHO BEACT K TPOMOO3y JIOKHOTO KaHaJla JUIIb JO MECTa BTOPUYHOTO
coobmenus. M3penka (4-12%) 10XHBIA TIPOCBET TPOMOHMPYETCS IMOJHO-
CTBIO, YTO MOJKET COOTBETCTBOBATh (PYHKIIMOHAIHLHOMY H3JICYEHUIO pac-
CJIOCHHUSI A0PTHI.

BHe 3aBUCUMOCTU OT HAJIWYUS JOMOJHUTEIBHBIX COOOIICHUN MEXIY
JI0’)KHBIM M UCTUHHBIM KaHAJIAMU Yy MAIUEHTOB C PACCIOCHUEM a0PThl MO-
KET Pa3BUBATHCS Mabliep(Py3usi BHYTPEHHUX OPraHOB. SBISSICh OOHUM U3
HanOoJiee YacThiX KIWHUYECKUX TMPOSIBICHUN PACCIOCHUS  AOPThI
(31-44%), ona oOycioBiicHa AByMSI OCHOBHBIMH MEXaHHU3MaMH: JHHAMH-
yecKkui (CHaBJieHHME HCTUHHOTO KaHaja JIOKHBIM BCJIEJCTBHE BBICOKOTO
JABJICHUS B MOCJICTHEM ) U CTAaTUUECKUH (pa3pblB UHTUMBI B YCThE apTepUU
U €¢ MHBaruHamwuei) (puc. 17).

B 11% cinyuaeB nuccekuusi mpu NEPBUYHOM Pa3pbIBE€ B JUCTAITHBHOM
OTJieJIE AYTHU a0pThl UMEET PETPOTPATHOE HaIpaBlieHUE. Tak, Mpu peTpo-
rpaJHOM HaIpaBJICHUU JUCCEKINU TUIAa A B TaTOJIOTUYECKHIT TTPOIIECC BO-
BJICKAETCS KOPEHb aOpThI, YTO BJIEYET 32 COOON HECOCTOSATEIHLHOCTh A0p-
TaJbHOTO KJIallaHa BCJIEACTBUE MPOJIAOMPOBAHUS CTBOPOK B TOJOCTh
JIEBOTO JKEJIyJI0YKa, PAaBHO KaK HIEMHI0O MHOKapJa 3a CUeT MePeKPBITHUS

YCThEB KOPOHAPHBIX apTePUil pacCIIOCHHBIM JIOCKYTOM MHTUMBI. Loewe C.
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et al. BBIABWIIM, YUTO PUCK PETPOTPATHOTO PACCIOCHUS TIPH JUCCEKIIMH THTIA
B 3HauuTENbHO YBEIMYMBAETCA B ClIy4yae JIOKAIU3AIUU IEPBUYHOTO UHTHU-
MaJIBHOTO Pa3pbiBa MO0 MAJIIOW KPUBHU3HE JyTH A0PTHIL, B TO BPEMSI KaK Pa3phiB
no OOJBIION KPUBU3HE AYTHM AOPThl HE COMPOBOXKIAETCS PETPOTPaIHbBIM
PacCIOCHUEM U3-3a HAJTUYMS aHATOMUYECKOTo Oapbepa (CynmpaaopTaabHbIe

COCY/Ibl).
WCTUHHBIN KaHan WCTUHHBIN KaHan
/ JIOKHbIM KaHan / JIOHbIV KaHan

PaspbiB
UHTUMBI

Puc. 17. Mexanuzmor manvnep@ysuu op2aros npu paccioenuu aopmol.
A — nuHamMuueckuil MmexaHusMm, b — cratnueckuit Mmexanusm (agantupoBano no Cohn
L.H. Cardiac surgery in the adult / L.H. Cohn. — Third ed. — The McGraw-Hill Com-
panies, Inc., 2008. — P. 1704)

VY psna manyueHTOB OCTPOE PACCIOCHHUE MEPEXOJUT B XPOHUUECKYIO
dazy. BosneiicTBrue maBiaeHHs Ha OCIA0JICHHYIO HAPYKHYIO CTEHKY, COCTO-
SAIIYI0 B OCHOBHOM M3 aJIBEHTUIINH U YaCTUIHO W3 MEJINH, IIPUBOJINT K HETa-
THBHOMY PEMOJICIMPOBAHUIO a0PTHI ¢ POpMHUPOBAHUEM aHEBPHU3M. Y TAIlH-
CHTOB C HAJIMYUEM COOOINCHHS MEXKTY MCTUHHBIM W JIOKHBIM KaHaJIaMH
TEMII pOCTa aHEBPU3MBI JJOCTUTAET 2—3 MM B T'O/I, a y TAIIUEHTOB 0€3 C000-
I[€HN KaHaJIOB — | MM B TO/I.
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TECTOBBIE 3AJIAHUSA
Buvibepume o0un npasunvhwviii omeem.

1. KIIIOYEBBIM KOMITOHEHTOM B MOJIEKYJISIPHOM
MEXAHU3ME PA3BUTUSA PACCIIOEHUA AOPThBI SABJISIETCS
1) 6enkoBbIit KomIuieke Smad
2) akTHUBHBIC (POPMBI KUCIIOPO/Ia
3) TKaHEBOW aKTHBATOP IJIa3MUHOTEeHA
4)TparchopMuUpyrOIIHi GakTop pocTa OeTa

2.11P1  CJIABJIEHUN HWCTHUHHOI'O KAHAJIA JIOXHBIM
PEAJIM3YETCIA MEXAHNU3M MAJIBITEP®Y31N OPI"TAHOB

1) iuHAMUYECKUM

2) CTaTHYECKHit

3. HAUBOJIEE YACTO PACCJIOEHUE AOPThI PACITPOCTPA-
HAETCA

1)aHTerpaaHo

2) peTporpaaHo

3)aHTerpagHO U PETPOTPATHO
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5. KNACCUDPUKALIUSA PACCIOEHHUSA AOPTBI

B nacrosiee BpeMsi CyIIeCTBYeT HECKOJIBKO Pa3JIMUHbIX Kiaccupuka-
uii quccekiuu aoptel: DeBakey, Robicsek u Stanford.

Knaccnuxanus DeBakey 6b11a paspaborana aBropom B 1965 rony.
OHa nogpa3ziesigeT pacciOCHUE B 3aBUCUMOCTH OT MECTA TOBPEKICHHS UH-
TUMBI U PACIIPOCTPAHCHUS JTUCCEKIUU (puc. 18).

e Tun l: guccekuus HAYMHAETCS B BOCXOJISIIEM OTJIEJIE a0PThI, pac-
MPOCTPAHSETCS JUCTAIHHO M BOBJIEKAET, KAK MUHUMYM, JIyTY, a TAaK)KE HUC-
XOJAIIUN OTAEH A0OPTHI.

e Tun ll: pactipocTpaneHne TUCCEKIIMU OTPAHUYECHO BOCXOISIIUM OT-
JICJIOM aO0pTHI.

e Tun lll: nuccexkuns HaYMHAETCA B HUCXOIAIICH a0pTe 3a JIEBOM MO/I-
KJIIFOYMYHOM apTepueil U paclpoOCTPaHAETCS B IUCTAIIbHOM HAIIPaBJICHUH J10
ypoBHs quadparmsl (tun 1) wim auxe (tam 1),

Tun I Tvn llla Tun lllb

Puc. 18. /Juccexyus aopmoi no kraccugpuxayuu DeBakey
(amanrrupoBano mo Cohn L.H. Cardiac surgery in the adult / L.H. Cohn. — Third ed. —
The McGraw-Hill Companies, Inc., 2008. — P. 1704)
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CornacHo 3Toil kjaccupuKalu K OTHOMY TUITY OTHOCSITCS HECKOIBKO
OTJIMYAIOIIMUXCS APYT OT ApYyra BUAOB TUCCEKIIUU A0PThI, KOTOPHIE TPEOYIOT
Pa3HbBIX BUJIOB OTIEPATUBHBIX BMEIIATEILCTB.

C yuerom a3toro Robicsek F. B 1984 rony BHec qomosiHeHHs B KJIaCCH-
¢ukaruio De Bakey. MoauduiimpoBaHHbIi BApUAHT OTIIMYAETCS OT OPUTH-
HaJIbHOTO pa3ziesieHueM | Thma pacciaoeHus aopThl HA 2 MOJITUIA: paccioe-
HUE CTCHKH CJICTIO 3aKaHYMBACTCS B JUCTAIBHBIX OTACIaX aopThl (Tl 1),
B JUCTAJIBLHOM OTJIEJIe A0PThl UMEETCSI IOTOJIHUTEIbHAs (heHeCTpaus (THII
Ib). Kpome Toro, mo0aBiieHbl BapuaHThI TCUCHHSI JTUCCEKIIMA aOPThI THIIA
I1l, a uMeHHO: paccioeHue pacnpoCTpaHsIeTCs aHTe-, U PETPOrpaaHo, 0e3
nonosHUTENbHBIX (herecTpauuii (Tun I11C), paccioenne pacnpocTpansiercs
B JMCTAJIBHOM HAIPABIICHHH W MMEET JIOMOTHUTEIbHYIO (heHEeCTpalluio B
OpromHo# aopte wim noas3aomHoM cermente (tun 111d). Knaccuduxarms
pacciioeHus aopthl 1o Robicsek F. mo3BossieT 6osee TOUYHO MOHATH I1aTO-
JIOTUYECKHUH MPOIECC Y KOHKPETHOTO TalMeHTa 1 0oJjiee TIATEIbHO CIlia-
HUPOBATH MPEACTOSIIECE ONEPATUBHOE JICUCHHE.

YuuteiBass TpoOMO3JIKOCTh HM3BECTHBIX KiIacCH(HUKAIMM pacCIOCHUs
aoptel B 1970 romy Daily P.O. npenioxuni kiaaccupuKanuio, KoTopas
HoJIpa3 ie/IsieT TUCCEKIINIO Ha ABe Kateropuu (puc. 19):

® THUI A — IUCCEKIMS BOBJIEKAET BOCXOAIIYIO a0PTY BHE 3aBUCHMO-
CTH OT JIOKaJIN3aIli1 TTOBPEKACHUS HHTUMBI,

e TuN B — Auiccekius HE BOBIEKAET BOCXOIAILYIO a0PTY.

JanHas kimaccudukanus, BIsisich 0oj1ee GYHKIIMOHAIBHOM, pa3enseT
pacciIoeHue aopThl Ha MMPOKCUMAIBHBIM U JUCTAIBHBIN TUIIBI U BIUSET Ha
BBIOOp XUPYypruyeckoi TakTuku. OIHAKO JaHHAs Kjaccu(uKaius He y4uu-
THIBA€T CUTYAIlMU AHTETPATHOTO PACIPOCTPAHEHUS NWCCEKIIMH, OTPaHU-
YEHHOM TOJILKO JYTOM a0pThl WM PETPOTPATHOrO PACIPOCTPAHECHUS pac-
CJIOCHUS HUCXOJIAIIEH aOpPThI 10 YPOBHS Bocxoas1Iero otaena. K mpumepy,
pacciioeHue TyTy aopThl O€3 BOBJICUEHHUS BOCXOAIIETO OT/ENA O HEAaB-
HEro BpEMEHHU OTHOCHWIIY K pacciioeHnto aopThl Tuna B. C 3ToM 11e1b10 0611
BBIJICJICH OTACIBHBIN THII pacciIoeHUs a0pThl — «NON-A—Non-B» (puc. 20).
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Tuvn A

Puc. 19. Cmsngopockas knaccughuxayus paccioeHus aopmol
(amantuposano u3 Golledge J., Eagle K.A. Acute aortic dissection. Lancet 2008; 372: 55-66)

Puc. 20. Paccnoenue Puc. 21. Knaccuguxayus pacciroenus aopmol
aopmwsl mun Non-A—non-B no Svensson L.G. et al.
(Svensson L.G., Labib S.B., Eisenhauer A.C., et al. In-
timal tear without hematoma: an important variant of
aortic dissection that can elude current imaging tech-
niques. Circulation. 1999;99:1331-1336)

54



Breiienstor emie oHy KJaacCu(UKANMIO PACCIOCHUS a0PThI, MPEJIO0-
xeHHy1o B 1999 r. Svensson L.G. et al., paznuuarontyro 5 kiaccos (puc. 21):

Knacc 1 — kimaccnyeckast TUCCEKIUA a0PThl C HAJTMYHUEM JBYX IPOCBE-
TOB (MCTUHHOT'O M JIO)KHOTO).

Krnacc 2 — uatpamypansHas reMatoMa 0e3 pa3pbiBa aOpTHI.

Kinacc 3 — HafipblB MHTUMBI A0PTHI 0€3 reMaToMbl (OTpaHUYCHHAS JTUC-
CEeKIIHs).

Knacc 4 — neneTpupyronias aTepoCcKIepoTHYECKas S3Ba.

Knacc 5 — arporennas wim TpaBMaTu4ecKas TUCCEKINS aOPTHI.

B otnmume ot kimaccudukanuu, npeayioxennon Svensson L.G., nse
apyrue (Stanford u DeBakey) npenctapistoT HHGOpPMAIIHIO O pacipocTpa-
HEHHOCTH PAacCJIOCHUSI, @ HE O JIeXkKAIUX B OCHOBE IUCCEKIIUU aOPThI NATO-
JIOTUYECKHX MPOoIIeccax.

Kpome anaTomuueckoi kiaccuukaiuu, B KIMHUYECKON MPaKTUKE
npuMeHsieTcs knaccudukarus craauu paccioenus mo Wheat M. (1964),
KOTOpasi YUYUTHIBAET BpeMsl OT Havaja MEepPBbIX CUMIITOMOB JI0 TOCTIUTAJI-
3al[Uy MAIUEHTA:
®  OCTpas CTaJaus — OPOJIOJKUTEILHOCTh PACCIOEHHUS A0PTHI J10 2 HEJENb;
® [I0JOCTpasi CTaaus — MPOJOJKUTEIBHOCTh PACCIOCHHUS AOpPTHI OT
2 HeJleJlb 10 3 MECSIICB;
®  XpOHHMYECKas CTaJus — MPOJOJLKUTEILHOCTD PACCIOEHHS a0pThI OoJiee
3 MecHIeB.

C y4yeToMm TOTO, YTO HU OJIHA U3 PACCMOTPEHHBIX BBIIIE KiIaccUpUKa-
U HE OTpa)kaeT MOJHOThI KJIMHUYECKOW KapTUHBI PACCIOCHHS aOPTHI,
IpyNIoi yueHbIX, Bo3riaBisieMbix Dake M.D., Opl1a ipenioskeHa MHEMO-
Huyeckas kiaaccuukanusa DISSECT, kotopas yauTsiBaeT 00JBIIIOE KO-
JNYECTBO (PaKTOPOB:

1. Bpewms, nporesiiee oT Havyajia MepBbIX cuMITOMOB (D)

e ocTpoe paccioenue (MeHee 2 Henenn) (AC);

e 110JI0CTpOE pacciocHue (0T 2 Heaenb 10 3 MecsueB) (Sa);

e XpoHHYECcKoe paccioenue (bonee 3 mecsies) (Ch).

2. Jlokanm3anus MEpBUYHOTO pa3pbiBa HHTUMEI a0pTHI (1)

e Bocxojsmas aopta (A);
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3.

ayra aoptsl (Ar);
nucxojsiias aopra (D);
oOpromHas aopta (Ab);
neussectro (Un).

OO1uit pazMep aopThl HA JIFOOOM YPOBHE a0PThI, BOBJICYECHHOM B pac-

cnoenue (S)

4.

[TpoTsKEHHOCTH PACCIOCHHMS aopTHI (S)

orpaHu4cHa BOCXOASIIHNM OTaeaoM (A);

orpaHudeHa ayrou aoptel (Ar);

OrpaHWYeHa HUCXO el aopToit (D);

orpannycHa OproirHoi aoproi (Ab);

BOBJICKAeT BOCXO a1l otaen u ayry (AAr);

PacIpoOCTPaHsICTCs OT BOCXOISIIEIO 0 HUCXoasmelh aopTel (AD);
pacnpoCTpaHsIeTCs OT BOCXOJSIIETO 0 OpromtHon aopTel (AAD);
PaCIpOCTPAHIETCA OT BOCXOJAIIEH aOPThI A0 MOJB3/OIIHBIX apTe-
puii (Al);

BOBJICKACT YTy W HUCXOAAIIUN oTaen aoptel (ArD);
pacmpocTpaHseTcsl OT Iyru 10 OprorrHoi aopTel (ArADb);
pactpoCTpaHsIeTCs OT AYTH a0PTHI 10 MOAB3IONIHBIX apTepuid (Arl);
BOBJICKAET HUCXO AN 1 OpronrHoi oTaenbl aopTel (DAD);

pactpoCTpaHsIeTCsl OT HUCXOMASIICH aopThI IO TOJB3OMIHBIX apTe-
puii (DI).

OcoxxHeHus1, 00yCIIOBJICHHBIE paccioeHreM aopThl (C)

HEJIOCTaTOYHOCTh A0PTAJIbHOTO KJIalaHa;
TaMIOHa/a;

pa3pbIB a0PTHI;

MalbrepQy3usi OpraHoB.

[TpoxoaumocTs j0xkHOT0 Kanana (T)

MPOXOUMBIN KaHAJI;

TIOJTHOCTBIO TPOMOHUPOBAHHBIN KaHAT,
— Ha YPOBHE BOCXOASAIICH aopThl (A);
— Ha YpOBHE ayTrH aopThl (Ar);
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— Ha ypoBHE HHcXoAsiIeH aoptsl (D);

— Ha ypoBHE OpromiHoit aopThsl (AD);
® YaCTHUYHO TPOMOMPOBAHHBIN KaHAT;

— Ha YPOBHE BOcXosiei aopTel (A);

— Ha ypoBHE Jyr# aopThl (Ar);

— Ha ypoBHE HHcXozsiIeH aoptel (D);

— Ha ypoBHe OpromrHoi aopTsl (AD).

OuyeBUIHO, YTO JaHHAs KiacCU(UKALUS SBISICTCS TPOMO3IKOU IS
€KETHEBHOT'O HMCIOJIb30BAaHUS M HE UMEET CBOEH IEJIbI0 3aMEHUTH CYIIIe-
CTBYIOIYIO cucTeMaTuky. OJHaKO OHa IMO3BOJIICT PAHKUPOBATH IMAIUCH-
TOB TI0 YPOBHIO PHCKa U TO3BOJIICT 0OOCHOBAaHHO BHIOMPATH aJICKBATHYIO
TaKTUKY JICUCHHS B KaXKJIOM KOHKPETHOM CJydae, a TakyKe MO3BOJIAET CTaH-
IapTU3UPOBATh MOPQPOJIIOTHUYECKHUE U MATO(PU3UOIOTUYECKHE MapaMeTphbl
npu MyOJIUKaIuy Pe3yIbTaTOB JICUCHHS.

[Iporecc kmaccupuKauu pacciIOCHHUS aopThl HE SBIISICTCS CTaTHYe-
ckuM. [[o cux mop mpenyararoTcsl pa3JIMdHbIC BApUAHTHI KJIaCCH(PUKAIUH.
Tak, B Hauane 2000-x romos Urbanski P.P. et al. npeanoxunu xoMOuHHpO-
BaHHYIO KJaCcCHU(DHUKAILINIO, PA3CIIAIONIYI0 PACCIOCHUE a0PTHI HA MOBU/IHI,
KOTOpBIE, B CBOIO ouepe/b, GOPMUPYIOTCS B 3aBUCHMOCTH OT JIOKAJTU3AINU
MPOKCUMAJIbHON (PEHECTpaIluu U PACIIPOCTPAHEHHOCTH JTUCCEKITUH.

B 2020 roxy Sievers H.-H. et al. onmyGnukoBaiu erie oJuH BapUaHT
Kiaaccupukanum paccjoenus aoptel — [ EM. Dra knaccudukaiyst ocHO-
BaHa Ha Ture paccioeHus (Type), Tokamu3anuu IepBUIHON (DeHeCcTparuu
(Entry) u manmmuuu mansnepdysun opranos (Malperfusion) (puc. 22). Ilo
MHEHUIO aBTOPOB, JTaHHAs KJIacCU(UKAIU MPEACTaBIsIET CO00M Moau(u-
IIUPOBAHHBIA BapuaHT kKiaccudukanuu Stanford, noGaBmnstomuii sICHOCTH
OTHOCHUTEJIbHO CTEMIEHHU Pa3BUTHS MATOJOTHYECKOTO MPOIECcca, MOBBIIIACT
OCBEJOMJICHHOCTh O MEXaHHU3Me 3a00JICBaHUsI, IOMOTAeT B MPHHATHU Pe-
IICHUSI OTHOCHUTENIBHO 00beMa IJIaHUPYEMOU Omepaliiy 1 MO3BOJISCT MPo-
THO3WPOBATh MCXOJI ONEPATUBHOTO JICUCHHSI.
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TEM Aortic Dissection Classification

/,

non-A non-B

type
\ \ WA
<
entry El E2 E3 E3 EO E2 E3
MO = no malperfusion (-) no clinical symptoms
M M1 - coronary (+) clinical symptoms

M2 - supraaortic

malperfusion M3 - spinal, visceral, iliac

Puc. 22. Knaccugpuxayus paccroenus aopmoer TEM
(Sievers, H.H., Rylski, B., Czerny, M. et al. Aortic dissection reconsidered: Type,
entry site, malperfusion classification adding clarity and enabling outcome prediction.
Interactive Cardiovascular and Thoracic Surgery. 2020;30(3):451-457)

HecoBepiiieHCTBO MMEIOMUXCS KJIAacCU(UKAIUN TMAaTOJIOTUU a0PThI
o0ycoBIMBaET UX 00JIbIIOE pasHOOOpa3ue. TeM He MeHee, OCHOBHOM Iie-
JBI0 BCEX KJIacCU(UKAIUUA SIBISIETCS HEOOXOAUMOCTh B CTaHAAPTHU3AIIMU
MaTOJOTHYECKOrO Mpolecca ¢ HeIbi0 POpMUPOBAHUS ONITUMATBLHON XUPYP-
TUYECKOM TAKTUKU U YHUBEPCAJIBLHOIO MOIX0/1a B aHAJIN3€E PE3yJIbTATOB Jie-
YEHUS.

TECTOBBIE 3AJIAHUSA
Buvibepume ooun npasunvhsiii omeem.

1. U3OJINPOBAHHOE PACCJIOEHUE BOCXOIAILLIEI'O OTAEJIA
AOPTBI OTHOCUTCA K

1)1 Ty mo DeBakey

2)11 Tuny mo DeBakey

3)1II turry mo DeBakey
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2. PACCJIIOEHHUE THUIIA A TIO CT3H®OPI[CKOI>1 KIIACCUDU-
KA XAPAKTEPU3YETCA

1)BoBJCUECHNEM BCEH a0PTHI

2) BOBJICUCHHEM BOCXOJIAIIECTO OT/IENIa A0PThI

3) BOBJICUCHHUEM JYTH a0PTHI

4)BOBJICYCHHEM HUCXOIAIIECTO OT/IEIIa a0PTHI

3. B KITACCUOUKALINN 110 CTAAMSAM PACCIIOEHUS PA3JIN-
YJAIOT

1)ocTpyto, MOAOCTPYIO, XPOHUUYECKYIO

2) OCTpEHIIYI0, OCTPYIO, ITOJOCTPYIO, XPOHHUYECKYIO

3) oCTpeHIyI0, OCTPYIO, XPOHUICCKYFO
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6. KIMHUKA PACCJIOEHUS AOPTHBI

HecmoTps Ha TO, UTO pacCciIO€HUE A0PTHI ABISETCS JOCTATOYHO U3YUECH-
HBIM 3a00JIEBAHHEM M BCTPEUAETCS OTHOCUTENIBHO YacTO B MOMYJISIIIUU, B
psane cinydaeB TpeOyercs auddepeHnranbHas TUArHOCTUKA BCIIEICTBUE
CTEPTOU WJIM U3BPALLIEHHOW KIMHUYECKON KapTUHBL.

B 95% ciyuaeB BegyliMM KJIMHUYECKUM MPU3HAKOM OCTPOIO Paccio-
€HUS aOPTHI SIBJISIETCA BHE3AMHAs OCTpasi «pa3phiBaroias 00Jib B TPYIHOM
KieTke. boyib, BO3ZHUKINAS B MEpeAHEN YaCTU TPYAHON KJIETKHU, Yallle BCEro
COYETAETCS C MPOKCUMAJIbHBIM PACCIOCHHUEM, a 00U B 3aJIHEH YacTH WIH
3QJI0NMATOYHOM MPOCTPAHCTBE HanbOoJjee 4acTo OBIBAIOT MPU JUCTATBHOM
BapuaHTe. Y OobHBIX ¢ pacciioeHueM | tuna mo DeBakey 60ib 00braHO
JIOKaJIU3yeTCs CIepea U B 3aJI0MaTOYHON 00JI1aCTH, TOCKOJIBKY B MPOIIECC
BOBJICUEHBI KaK BOCXOAAIAsA, TaK U HUCXOAAIas nopuuu aopTel. [Tpu pac-
CJIOEHUU TOJIbKO MPOKCUMAJIBHON a0PThI XapaKTEpPHO COCPEAOTOUECHUE 00-
JIEBBIX CUMIITOMOB B CpefHEN cyOcTepHaIbHOM obsacTtu. [To mepe pacmpo-
CTpaHEHHSI PACCIIOCHMS B JUCTAJILHOM HAMNpaBiICHUM OO0JIb MEPEXOIUT B
IICI0 U HIKHIOK YENIIOCTh (MPU 3TOM MHOTIa BOSHUKAIOT TPYAHOCTH C TJI0-
TaHUEM), 3aTE€M — B MEXKJIONMATOUYHYI O0JIACTh M, HAKOHEI, 3aXBaThIBACT
OOJIBIIIYIO YaCTh CIMHBI, TOSICHUYHYIO 00JIacTh U JAaxe max. Takas mMurpa-
uusi 00JIM U3 MepeAHEd 4YacTh TPYJHOM KJIETKH B JIOMATOYHYIO 00JIacTh
0oOBbIYHA MPHU pacciioeHnu | Tuma u OTpa’kaeT BOBJICYEHUE B IIPOIIECC HOBBIX
nopiuit aopTel. Hanmuune Murpupytomux 00jei T0IKHO YCUITUBATh MO0~
3pEeHHE Bpaya B OTHOIIECHUU PACCIOCHUS aopThl. [Ipu nuctanbHOM pacciio-
€HUM 00J1b OOBIYHO BOBHUKAET B MEXKJIONIATOYHOM 00JIaCTU C HEKOTOPOU Up-
panuanued knepead. MoXXeT TakXke MMETh MECTO MHTEHCUBHasi 00Jb B
’KUBOTE BCJIEACTBHE MOUYCUHON U BUCIIEpaIbHOM ulieMuu. OKKIII03Us TOpa-
K0a0JIOMUHAIFHON aOpTHI M MOJIB3/IOIIHBIX apTepUil MPUBOAUT K Tepude-
pUYECKON HWIIIEMUU M BEChbMa CHJIbHBIX OOJSX B KOHEYHOCTSAX. Moryt
HaOII01aThCsl OHEMEHHE U Tlaparape3 ooeux Hor. OHaKo yale B pe3yiib-
Tare runonepdy3un BCIEICTBUE OJTHOCTOPOHHEW MPOKCUMATIBHOU OKKITIO-
3UM apTEPUU UIIEMU3UPYETCS U OOJIUT OJTHA HOTa, OOBIYHO JIEBasl.
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OOBIYHO OYEeHb MHTECHCHUBHAS C CAMOIr0 Hadana, 00JIb He oclla0eBacT B
OTJINYKE OT TaKOBOU MpU CTeHOKapauu. bojbHbIe OOBIYHO OECIOKOWHBI U
HETMPEPBHIBHO MEHSIOT CBOE TMOJIOKEHUE B MOMbBITKAX YMEHBIIUTH JUCKOM-
dopt. i cpaBHeHUs, 0O0JIb MPU CTEHOKApIUU OOBIYHO HapacTaeT Mej-
JIEHHO ¥ MOXXET OcJiabeBaTh MPU OTPAaHUYEHUHN JBUTATEIbHONW aKTUBHOCTH.
B sn0xy HeMeJIEHHOTO JIEYEHUsI OCTPOM KOPOHAPHOU UIIEMUU TPOMOOITH-
3UCOM Ype3BbIYaliHOE BHUMAaHUE IOJKHO ObITh YJIEJICHO TOMY, YTOOBI 00JIb-
HOMY C PAaCCJIOCHHEM aopThl MO HEJOCMOTPY HE ObLI MOCTABJIEH AMArHO3
KOPOHApHOM MIIIEMUU U Ha3HAYEHbI TPOMOOIUTHUKU. XOTSI M HEYACTO, KITHU-
HUYECKYI0 KapTUHY PACCIOCHUSI MPOKCUMAIbLHON aopThl MOXXET 3HAYH-
TEJBLHO YCJIOKHUTh COMYTCTBYIOIIAS IMOJHAS JTUOO YaCTUYHAS OKKJIIO3US
KOPOHAPHOMW apTepyu ¢ CUMIITOMaMH TUITMYHOU CTEHOKAPIUU WA CEepIeU-
HOM HEJIOCTAaTOYHOCTH BCJIEJICTBUE BBIPAKCHHOM UIlleMUU MUoKapaa. JlaH-
Hasi CUTyalllsl MOXKET YCYT'YOUTHCSI OCTPOM a0pTaIbHOM peryprutaiuei, Ko-
TOpasi TAKKE YaCTO COYETAETCA C PACCIOEHUEM IMPOKCUMAIbHOW aOpTHI.
XOTsl TIpU PACCIOCHUH MOKET BO3HUKATh OOJIb, TUIMMMYHAS JJIS HIIEMHUU
MHUOKap/ia, aHaMHe3 B IMEPBOM CiIy4dae OOBIYHO MEHEE XapaKTepHbIil. B 1e-
JIOM, KJIMHUYECKasi MaHU(eCTalusl pacCIOCHUs a0PThl MOXKET CKPBIBATHCS
HE TOJBKO MoJ Mackoi mHpapkTa muokapaa (5%), HO TakKe MOXKET Mpo-
SBUTHCS HAPYIICHUEM MO3TOBOTO KPOBOOOPAIIIEHUSI BCIEACTBUE CHUKECHUS
KPOBOTOKa B OpaxuouedanbHbiX apTrepusix (5—29%), uiiemuei CIMHHOTO
Mo3sra (10%) u HmxHux kKoHewuHocTed (10-26%), abmoMuHaIEHBIMU 00-
nsmMu (22—43%). B ka3yucTuueckux cliydasix JTUCCEKIUS a0PThI MOXKET JIe-
OroTUpoBaTh (GUOPHUIUISAIIUEH Mpeacepanii, MacCUBHON TpoMOOIMOOHEH
JIETOYHOM apTEPUM.

N3penka paccioeHre aopThl ObIBaeT 0€3007€3HEHHBIM. DTO OOBIYHO
HaOI01aeTCsl y OOJBHBIX € yKe CHOPMUPOBAHHON OOJBIIION aHEBPU3MOM
BOCXOJIAILIEH aOpPThI, KOTJ1a pACCIOEHUE JIOKAIN3YETCA JIUIIb B €€ MPOKCH-
MaJibHOM OTJIEIC.

CBoeBpeMEHHBIN U MPAaBIWIHLHO YCTAHOBJIECHHBIN IMArHO3 Y TaHHBIX TIa-
IIMEHTOB UMEET OOJIBIIIOE MPOTrHOCTHYECKOE 3HaUeHHEe. OTCYTCTBUE SIBHBIX
MaTOTHOMOHHWYHBIX KIIMHUYECKUX CUMIITOMOB TUCCEKIIMH a0pThI B 15—43%
ciydaeB 0OyCIIOBIIMBAIOT HEKOPPEKTHBIN MEPBUYHBIN JUArHO3, a B 21-53%

CJIy4aeB JMArHO3 yCTaHABIMBAETCS MO3IHEE, YEM uepe3 24 Jaca OT Hadaia
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IIEPBBIX CUMIITOMOB, UTO HEFaTUBHO CKa3bIBACTCSI HA BBDKMBAEMOCTH MallU-
CHTOB.

[TaneHTBl C XPOHWUYECKHM PACCIOCHUEM IPOKCUMAIBHOU AOPTHI
OOBIYHO HE KaJYIOTCS Ha CUJIbHYIO 00Jib. BHE3amHOe yBeIMUeHHE pa3Me-
POB aHEBPHU3MBbI TPOKCUMATIBLHOM a0pPThl MOKET OBITh €AMHCTBEHHBIM MPH-
3HAKOM TOTO, YTO IPOU3OLLIO PACCIOEHUE. Y HUX MOXKET UMETh MECTO YyB-
CTBO «paclupaHus» B TPyJAHOW KIETKE M yMepeHHas Tynas Oob,
BBI3BAHHAS 3ACTOMHOM HEJIOCTaTOYHOCTBIO BCIEACTBUE aOPTAIBHOMN pETyp-
rutaiui. B peakux ciydasx 3amylIeHHOTO pacciloeHusl OOJbIIME aHe-
BPU3MBI BOCXOSIIEH a0OPThI MOT'YT IaBUTh HA IPYIMHY U IPYIHYIO KIIETKY,
BBI3bIBAsI CWJIbHYIO KOCTHYIO OOJIb.

XPpOHUYECKOE pacCIOEHNE AUCTATBHOM a0pThl 0OBIYHO MPOTEKAET Oec-
CUMIITOMHO M OOHapy>KMBAETCA MPU UCCIEA0BAaHUU Ha MPEIMET yBelnye-
HUsI aHEBPU3MBI MTOPAXEHHOTO cerMeHTa. OQHAKO yBEJIMYEHHE TUaMeTpa
A0pPTBI MOYKET IIPUBECTHU K CIABJIICHUIO ITPUJICKAIINUX CTPYKTYP, YTO MOKET
BbIpaXKaThCsl OOJISIMU B CHHMHE OT 3PO3UU TEJ MMO3BOHKOB U pa3JipakeHHUs
HEPBHBIX KOPEIIKOB.

HNHorna BO3HUKAET OOCTPYKIIUS JIEBOTO TJIABHOTO OpOHXa, MPHUBOJS-
1asi K BO3BpaTHOM MHEBMOHUU. M3peaka 00IbHOM OTMEYaeT MyJIbCalUIO B
*uBoTE. [Ipr BOSHUKHOBEHUY BTOPUYHOTO PACCIOEHHUS PACIIUPEHHBIX CET-
MEHTOB A0PTHI MOTYT UMETh MECTO CUMIITOMBI, ITIOXOKHE HA TAKOBBIC IIPU
OCTPOM PACCIOCHUMN.

Kak npokcnManbHOE, TaKk M JHUCTAIBHOE XPOHUYECKOE PACCIOCHUE
MOXET MPUBECTU K CUHAPOMY runonepdys3uu, KOTOpblid MposiBisercs 00-
JSIMH B KMBOTE TOCJIE NMPUEMA MUIIM BCIEICTBUE HIIEMUU KUIICYHUKA,
XPOHUYECKOW MOYEUHOW HEJOCTATOYHOCTHIO U TUIEPTEH3UEH, A TAKKE TTe-
pEMEXKAOIIEN XPOMOTOMN HU3-3a OKKIIFO3UU A0PThI UM MOAB3AOIIHBIX apTe-
puid 10O JIOOBIM JAPYTUM U3 OMUCAHHBIX MEPpUPEPUUECKUX COCYIUCTHIX
HAPYILLIECHUM.

VY 00nbIIMHCTBA OOJBHBIX C OCTPBIM PACCIOCHUEM MPOKCHUMAIbHOM
aopThl JABJIICHUE HOPMAJbHOE WA YMEPEHHO MOBbIIMIEHHOE. [Ipn oTcyT-
CTBUHU 3a00JIEBAaHUIN COCAMHUTEIHHON TKaHU (PAKTUUECKH y BCEX MAIUEH-
TOB C OCTPBIM AUCTATBHBIM PacCIOCHUEM JIMOO B aHAMHE3E, TMO0 B MOMEHT

OCMOTpa UMCCTCA THIICPTCH3UA. bonbHbIC MOI'YyT OBITH 6JI€I[HI)IMI/I, HUMCETH
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HEJIOCTaTOYHOCTh KPOBOOOpaIieHus 1 mok. OIHaKO U3MEPEHUE UX KPOBS-
HOTO JIaBJICHUS OOBIYHO JAET HOpMaJIbHBIE WA BhICOKHE UG PBI. Bricokoe
JaBJIEHUE MOXKET ObITh PE3YyJIbTATOM ICCEHIIMATLHON THIEPTEH3UU, MEXa-
HUYECKOW OKKJIIO3MHU MOYEYHOM apTepuu JUOO0 OKKIIO3UU TOpaKoadI0MuU-
HaJIbHOU aopThI. bosee Toro, BemeacTBrue 00K U CaMOW TIPUPOJIBI PACCIO-
€HUSI A0PThI OOBIYHO UMEET MECTO 3HAUUTENIBHBIN BHIOPOC KATEXOJIaMUHOB.

B 6onbminx cepusix y 20% O0JIbHBIX C OCTPBIM NPOKCUMAaJIbHBIM pac-
CJIOCHUEM IIPU OCMOTPE OTMEYaIach TMIOTEH3US M JIaKE€ BBIPAKCHHBIN
10K, OOBIYHO O3HAYAIOIIUKA MPOPHIB B MOJOCTh MEPUKApAA C TAMIIOHATOM
WM pa3phiB. Y OOJBHBIX C OCTPHIM JUCTATIBHBIM PACCIOCHUEM U TUIIOTEH-
3MEH BCEr/1a UMEETCS Pa3phiB AOPTHI M KPOBOTEUCHHUE B 3a0PIONMIMHHYIO 00-
JIACTh WU IPYIHYIO0 0JI0CTh. COO0IIAIOCh TAKKE O «IICEBIOTUIIOTCH3UN,
HOCSIIEW BTOPUYHBIN XapaKTep U SIBIAIOUICUCS PE3yJIbTaTOM CHAaBJICHUS
WJIM OKKJIFO3UHM OJIHOM JIM0O 00enX MOAKIIOUMYHBIX apTepUil pacciianBaro-
e MeMOpaHoi. ['MIMOTEeH3UsI MOXKET TaKKe SIBUThCA CJIEACTBUEM BHE3AIl-
HOT'O Pa3BUTHS TSKEIIOW CEPJIEUHONM HEJOCTATOYHOCTH M3-33a HEIOCTATOU-
HOCTH KJIallaHa a0pThI UJIU MTOPAXKEHUS] KOPOHAPHBIX apTEPUil.

[Ipu XpOHUYECKOM PACCIOCHUH MPOKCUMAJIBHOM YacCTH a0pThl OOBIY-
HOM SIBJISIETCSl 3aCTOMHAs CepJieUHas HEAOCTaTOUYHOCTh BCIEACTBHE aop-
TaJbHOU PETyPruTalnu. ITO MOXKET BhIPAXKaThCSI B JIETKOM HJIM YMEPEHHOM
MOHWKEHUU JABJICHUSI C MHOT/IA BBIPAKEHHOW NTHACTOJIMYECKOW TMIOTEH-
3uel. [Ipu XxpoHnueckoM AUCTaIbHOM PacCIOCHUN HauboJiee 4acTo MpUY -
HOM TUIIOTEH3UU CIIYKUT Pa3pbiB a0PThl, KOTOPbIA BO3HUKAET HE3aMETHO U
CONIPOBOXKIAETCS UCTEUYCHUEM KPOBHU B TJIEBPATIbHYIO TTOJIOCTh U CPEOCTE-
HUE.

OnHUM U3 BaXKHBIX MIPU3HAKOB MPU 00CIE0OBAHUHN OOJILHOTO C MOJI0-
3pEHHEM Ha OCTPOE PACCIOECHUE a0PTHI sIBJsAeTCS AeduuuT myibca. [lo qaH-
HBIM Pa3HbIX aBTOPOB, BIIOTH 10 60% OOJIbHBIX UMEIOT 3TOT NMpu3Hak. Jle-
(GULNT MyJIbCca HA OJTHOW U3 CyNpaaopTaIbHBIX BETBEM OOBIYHO yKa3bIBAET
Ha MPOKCUMaIbHOE paccioeHue. OgHaKko Mpy PETPOrpaHOM pacrpocTpa-
HEHUH JTUCTAJIBLHOTO PACCIOCHUS MOXKET HAOII0IaThCsl CHIDKEHUE yJIbCa B
JIEBOM MOAKIIOUMYHON apTEepUH.
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Tot akr, yTo npupoja aeduiMTa MyJIHCa MEHSIETCS IO MEPE pacpPO-
CTpaHEHUsSI PACCIOCHUS B NUCTAIHHOM HaNpaBJICHUU U O0Opa3oBaHUS BTO-
PUYHBIX KOMMYHUKAIMH, XOpoI1I10 n3BecTeH. [10100HbIe H3MEHEHHUSI MTyIbca
y O0JIBHOTO 3aCTaBIIAIOT MOA03PEBATh PACCIOCHUE A0PTHI U JOJKHBI TTO0Y-
IUTH Bpaya K JaJibHEHIINM uccienoBanusaM. [1ynbc Ha OeIpeHHBIX cocyI1ax
MOYET OTCYTCTBOBATh M3-3a OKKJIIO3UU TOPAKOAOJOMUHATILHONW a0PThI WU
MOJIB3/IOIIHBIX APTEPUI BCIEICTBUE PACIHIMPEHHUS JIOKHOTO Mpocsera. Ya-
CTO OOJILHOHM MOCTYMAeT MOCJE HEAaBHO MPOBEIACHHOW 3KCILIOPATUBHOMN
OTEPaINH C OTPUIATEIBHBIM PE3YJIBTATOM UJIIU MOIMBITKH IMOOJIIKTOMUH IO
dorapTH 10 MOBOY OCTPOM OKKITFO3UHU OCIPEHHOU apTepuH, KOoTaa TPoMO
He OOHapyKXUBAeTCs. 3aTeM MNP TIIATEIHHON MOBTOPHON OIIEHKE COCTOS-
HUS TTAIIMEHTa CTABUTCS JUArHO3 PACCIOCHUS A0PThI.

Jeduut nynbca OTHOCUTEILHO HEUAaCTO HAOMI01aeTCsl Y OOJIBHBIX C
XPOHUYECKUM PACCIOCHUEM aOpPThl. ITOT MPU3HAK, BEPOSATHO, YKA3bIBACT
HAa HAIMYUE JUCTAIBHBIX BTOPUYHBIX KOMMYHUKAIHMM, KOTOPBIE AEKOM-
MPECCUPYIOT JIOKHBIA KaHAaJI.

B nononHeHue K MIyMy aopTajlbHOM perypruTaluuu y OOJIbHBIX C pac-
CJIO€HHUEM MPOKCUMAJILHON a0PThI MPU ayCKYJIbTAlIMU CEpJilla MOTYT OTMeE-
4aTbCsl HEKOTOpPBIE Jpyrue npuzHaku. OCTpO BO3HUKIIAS PETrypruTaiuu
MOYET MIPUBECTH K MOBBIIICHUIO KOHEYHO-THACTOJINYECKOTO JIABJICHHUS JIE-
BOT'0 JKEIIYJIOYKA, TEM CaMbIM YMEHbIAs] WHTECHCUBHOCTH IEPBOrO TOHA
cepAla, a UHOTIa Jiejasi €ro MOoJIHOCThIO HECTBIIIHBIM. boee Toro, 00bI4HO
B TOUKE BOTKMHA BBICTYIIMBAETCS PUTM rajiona. beuio onucano oTcyTcTBUe
IITyMa MPU BBIPAKEHHOU a0pTaIbHON peryprutaiuu, 4To OObSICHSIOCH TS-
KEJIOM 3aCTOMHOMU CEpACYHON HEOCTAaTOYHOCThI0. Hannune myma tpeHus
MEepUKap/Ia 3aCTaBIISIET yMaTh O KPOBOUBJIUSHUYU B IEPUKAPIAAIHHYIO TO-
JOCTh JIU0O, B TOJOCTPBIX Ciydasx, o ¢uOpo3HoMm mnepukapaute. Hempe-
PBIBHBIN IIIyM OOBIYHO CBHUJIETEIILCTBYET O pa3pbIBE PACCIOCHUS B MPABBII
KEIyJOYEK WA TPaBo€ Mpeacepave. AyCKynbTalus OCTalbHOM YacTH
IPYAHOM KJIETKHU U )KMBOTA MOKET BBISIBUTh HEKOTOPHIE BAYKHBIC JIETAIN KaK
IpU OCTPOM, TaK U NP XPOHUUYECKOM PACCIOCHUM. 3aCTOMHAS cepAcUHas
HEJIOCTATOYHOCTh MOKET MPUBECTH K OTEKY JIETKUX, KaK B OCTPYIO, TaK U B
XpPOHUYECKYIO (azy. OTCYyTCTBHE BE3UKYJISIPHOTO JBIXaHHS B JICBOM IMOJIO-
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BUHE T'PYJIHOM KIJIETKU MOET TOBOPUTH O KPOBOU3JIUSHUM B I1OJIOCTh. Pa3-
JUYHBIE ayCKYyJbTaTUBHBIE IIyMbl MOTYT BBI3BIBaThCA rumnomnepdysueit
KPYIHBIX BETBEU a0pThl. [loq03pHUTENBRHBIE HAXOAKU MOYXKHO OLIEHUTH C I10-
MOILBIO JIONIUIEPOBCKOrO YJIBTPAa3BYKOBOTO uccienoBanus. [lomyuenue
MOJIHOW ayCKYJIbTATUBHOW KAPTHUHBI SBJISIETCS KU3HEHHO BAXKHBIM.

Y 50—-70% OGOJBHBIX C OCTPBIM PACCIOCHUEM TPOKCUMAIILHON a0PTHI
MOSIBJISIETCS LIIYM aOPTAJIIBHOW perypruranuu. Hamiumne BHOBb BOZHUKILIETO
IIyMa B COYETAHUU C OOJIBIO B TPy U ASHUITUTOM ITyJibca JOJKHO HABECTH
Bpaya Ha MbBICJIb O BBICOKOW BEPOSITHOCTU PACCIOEHUS aOPThl, 3aXBaThIBA-
ouero ee Bocxoasawui oraen. Llymel Jiydine BCEro BbICIYLIMBAKOTCS
BJIOJIb IPABOr'O WJIM JIEBOTO KpaeB rpyauHsl. [Ipu ocTpoM Hauane MHOTrHE
nepudepruyeckre MpU3HaAKU aOpTaTbHONW HEIOCTATOYHOCTH OTCYTCTBYIOT.
Ecnu nmeeTcs BeIpakeHHas 3aCTOWHAs CEpACYHAas HEAOCTATOYHOCTb, IIIyMa
Tak)Xe MOXeT He ObITh. Hanuuue u creneHb aopTaabHOM HEAOCTATOUHOCTH
BBISIBIISIETCSL IOCPEICTBOM YPECIIUIIEBOJHON UIIH AK€ TPAHCTOPAKAIIBHOU
sxokapanorpaduu.

VY Bcex, KTO MEPEKUBAET OCTPOE PACCIOCHUE U BCTYNIAET B XPOHUYE-
ckyto a3y 3a0oseBaHUsI, Pa3BUBAIOTCS BCE MPU3HAKUA AOpTaJbHON HENO-
CTaTOYHOCTH. DaKTUYECKH MPUYMHOM MOCTYIUICHUS TAaKOTO IAI[MEHTa B
CTallMOHAp MOKET SIBUTHCS TaHHOE OCJIo)KHEHUE. ClelyeT OTMETUTD, UTO Y
10% OOJIBHBIX ¢ XPOHUYECKUM PACCIOCHUEM JUCTATbHONW aOPThl UMEETCS
aopTaJibHasl HEIOCTATOYHOCTh BTOPUYHOTO XapakTepa, 00yCIOBICHHAs Tu-
JIaTalen BOCXOISAIIEH A0PTHI U €€ KOPHS.

HeBponornueckue mNposBICHUS, CBS3aHHBIE C PACCIOCHHEM AO0PTHI
BKJIFOUAIOT CHHKOINE, WHCYJIBTHI, Mapanape3bl U Maparjerud BCIEICTBUE
pacciioeHusl U pa3pbiBa COCYJOB, MUTAIOIMMX CIIUHHOW MO3r. Okosio 10%
OOJIbHBIX, MOCTYHAIOIINX C OCTPBIM PACCIOEHUEM a0PThl, HAXOISTCS B CUH-
KOMAJIbHOM COCTOSIHUHU. Y TISITH W3 KaXKJBIX IECTH TaKUX OOJBHBIX BIIO-
CJIE€ACTBUM OOHAPYKUBAETCA PA3PbIB PACCIOCHUS BOCXOSIIEH a0pThI B IO~
JIOCTh Tepukapaa. Takum oOpa3oM, CUHKOIIE B aHAMHE3€ B COUYETaHUU C
[IPU3HAKaAMHU, ITO3BOJISIOIIMMU 3aI0J03PUTh PACCIOCHUE A0PThI, JTOJIKHBI
HABECTH Bpaya Ha MBICIIb O BO3MOXHOM IPOPBIBE PACCIOCHUS B IOJOCTh
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nepuKapaa U TaMIoHaJe, YTO MPECTaBISET COOON YUCTO XUPYPrUUECKYIO
npoOieMy.

HeBponoruueckuit 1e@uIuT MOKET BOBHUKHYTh KaK pe3yiabTaT CHH-
apoma runonepdy3un ogHOM Miu 0oJiee BETBEH JyTH aOPTHI.

OcTpasi OKKJII03UsI COCYJIOB MO3ra yaiie OOHapy>KUBaeTCsl MpU pac-
CJIOCHUU TTPOKCUMATLHOU aopThl. K cuacThio, HEBpOJOTHYECKUN AeHUITUT
pa3BuBaeTcsa MeHee uem B 20% takux ciaydaes. [Ipu uHCyIbTE HMEETCs He-
KOTOPBIN [IAHC Ha YIY4IlIeHUE MOCIe JUKBUAAIMN OCTPON OKKIIt03uu. O/1-
Hako penepdy3usi MOXKET MPUBECTU TAKXKE K OOIIUPHOMY BHYTPHUMO3TO-
BOMY KpPOBOMBIMSHHIO, OTE€KYy H TJ0oOaJIbHOMY I1epeOpaibHOMY
MOBPEKJICHUIO, BKIIIOUAsi KOMY U CMEPTh MO3Ta.

[Tapanyuu KOHEYHOCTEW pa3BUBAETCA W3-3a OTPbIBA WJIM CJABJICHUS
KPYIIHBIX apTepui, MUTAIOIIUX CIIMHHOW MO3T, MO0 BCIIEICTBUE UIIIEMUU
nepudepuyeckux HEPBOB MPU OKKIIO3UM TOPAKOAOJOMUHAIBLHOU A0PTHI.
BaxxHO yCTaHOBUTH ATHOJIOTHIO, TaK KaK BOCCTAHOBJICHHE KPOBOOOpaIlie-
HUS B UIIIEMU3UPOBAHHBIX MBIIIIAX U HEPBAX HIKHEH KOHEYHOCTH OOBIYHO
MPUBOIUT K BOCCTAaHOBJICHUIO PyHKIIMU. HampoTus, y OOJIBHBIX C Hapyle-
HHUEM KPOBOCHAOKEHUsI CIIMHHOTO MO3ra MPOrHO3 BOCCTAHOBJICHUS HEBPO-
JIOTUYECKOW (PYHKIIMU HIKHEH KOHEYHOCTH BeChbMa HeOJIarompHsTHBIM.
OOBIYHO UMEET MECTO TaK)KE OTCYTCTBUE OOJICBOM U TEMIIEPATypPHOU peak-
U1 HUXKE YPOBHSA MOPAXKEHHOTO CETMEHTA CIIMHHOTO MO3Ta, XOTs YyBCTBU-
TEIHOCTh CO BPEMEHEM MOXKET BOCCTAaHOBUTHCS. Kak U mpu mpoyux cru-
HaJIbHBIX TOPAXEHUSIX C O0EUX CTOPOH MOMKET MPOSIBIATHCS pedIiekc
babunckoro. MoxeT Takke MporajaaTh TOHYC CPUHKTEPOB. UyBCTBO MOJIO-
KEHUsI B OOIIEM COXpaHSeTCs, KaK U KPOBOCHAOXKEHHE KOHEYHOCTEH U
MyJIbC Ha OEJIPEHHBIX COCY/IaX.

OcTtpoe HapylieHHE MPOXOJUMOCTH TOPAKOAOJOMHUHAIBHON aOpPThI
IPOSIBIIAETCS OOJISIMU B HIDKHUX KOHEUHOCTSIX, OCTPBIM MMApAIU4OM, OTCYT-
CTBHEM IyJbCallMU OEIPEHHBIX apTEepPUi, HAPYUICHHUEM W TMOHMKEHUEM
YyBCTBUTEILHOCTH BIUIOTH JI0 MOJHOW aHecTe3uu. KoHeuyHOCTH OOBIYHO
UMEIOT MPaMOPHYIO OKPACKY, a TITyOOKHEe CYyXO0KHUIbHbIE Pe(IICeKCH OTCYT-
CTBYIOT. MpaMOpHOCTh HMHOT/Ia PACHPOCTPAHACTCS MPOKCUMAIBHO 10
MynKa WK JaXe 10 COCKOB U MOXKET COMIPOBOXKAATHCS OTUETIUBOM JAemMap-

KAaIIMOHHOM JIMHUEH.
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Bonpeku oOmiel Tskeaou KIMHUYECKOW KapTUHE y TaKUX OOJIbHBIX
IpU MOCTYIUICHUH, TPU CBOEBPEMEHHOM XHUPYPIHYECKOM BMEIIATEIHCTBE
MPOTHO3 OTHOCHUTEIBHO BOCCTAHOBJIEHUSA (DYHKIMU y HHUX Jydlle, 4eM Yy
OOJBHBIX C OKKJIFO3MEH CIHHANBHBIX apTepuil. ITO OOBICHAETCS TEM, YTO
KPOBOTOK K OM(ypKamuu aopThl OOBIYHO YJIa€TCS BOCCTAHOBUTH, M TAKHE
OOJIbHBIE MOTYT MOJHOCTBHIO BBI3JIOPOBETD.

VY 00JIbHBIX C XPOHUYECKUM PACCIOECHUEM B OCTPYIO CTAJIUI0 MOXKET
CIIyUYUTHCSI KaK OOJIBIION, TaK U Majblil MHCYJIBT, KOTOPhIE OYIYyT MPOSIB-
JSTHCA CTOMKHUM HEBPOJIOTHYECKUM JACPUIIUTOM JIHMOO CIabOBBIpAKEHHOM
CUMIITOMATUKON. XPOHUUECKOE PACCIOCHUE A0PTHI PEKO MPUBOJIUT K Ta-
panuuy unu naparmerud. OgHako OTMEUYaluCh dSMOOINYECKUE UHCYIIbThI
TpoMOaMHU, HaKaIJIMBAIOIIUMUCS B 00pa3yIomuXcs B OCTPYIo a3y MpOKCH-
MaJIbHBIX KapMaHax JI0KHOTO MPOCBETa a0PTHI.

B ¢Bsi3u ¢ paccioeHreM aopThl ObLIIM OMMCAHBI PA3IUYHbIE HEOOBIUHbBIC
¢uszndeckre HaxoaKku. OHM BKITIOYAIOT MATOJIOTHYECKYIO MyJIhCALUIO B 00-
JACTU TPYAUHHO-TIOJKIIOUYNYHOIO COEAUHEHUS, CHHAPOM BEpPXHEU MOJION
BEHBI [TPU €€ OOCTPYKIMH PACIIUPEHHON BOCXOIAIIEH a0pTOM, Tapainy ro-
JIOCOBBIX CBSI30K M OXPUILJIOCTh BCJIEJCTBUE CIABJICHUSI BO3BPATHOTO HEPBA,
CIaBJICHUE Tpaxeru U OPOHXOB C KOJIJIAIICOM JIETKOT0, OOUJIBHOE KPOBOXap-
KaHbe MPU 3PO3UHU TPAXEOOPOHXHUATBLHOTO JIEPEBa, PBOTA KPOBBIO MPHU 3PO-
3UM MUIIEBO/IA U pa3InYHbIC MyJIbCALIMM Ha 111ee. [[aHHbIe MPOsABIEHUS BO3-
HUKAIOT B PE3YJbTAaTe PACIIUPEHUSI JIOKHOTO MPOCBETAa U CHABICHHS
npuiexamux ctpyktyp. Hepeaka cyodeopunbHas TeMneparypa, a UHOTrAa
MOET OTMEUaThCsl CUJIbHAS JIUXOPaJKa BCICACTBUE BHICBOOOXKICHUS MH-
POTEHHBIX COCTMHEHUN W3 UIIIEMU3UPOBAHHBIX OPTAaHOB JIMOO B pe3yJibTaTe
pacrajia reMaToM.

TECTOBBIE 3AJIAHUSA

Buvibepume o0un npasunvrsiii omeem.

1. BEAYIIUM CUMIITOMOM B KJIMHUYECKOW KAPTHUHE PAC-
CJIOEHUA AOPTHI ABJIAETCA

1) BeIpaskeHHBIC OOJIM 33 TPYIUHOM

2) TOBBITIICHUE apTEPUATBHOTO JIaBJICHUS
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3)najacHue apTepPUATbHOTO JaBICHUS
4)aopTaabHBIN CTCHO3
5)aopranbHas HEIOCTATOYHOCTh

2. ITPOTHO3 ITALIMEHTOB VXVIIIAETCs, ECJIU JUATHO3
PACCJIOEHHUA AOPTHI YCTAHABJIIMBAETCS ITO3IHEE, YEM

1)6 yacoB

2)12 vacoB

3)24 vaca

4)48 yacoB

3. IEOULINT ITYJIbCA V ITALIUEHTA C PACCJIOEHMEM AOPTLI
MOXET BbITh B PE3YJIbTATE
1) pa3HOro JaBJICHUS HA PyKax
2) pacnpocTpaHCHHS pacCIOeHHUs Ha OpaxuoredanbHbie apTepuu
3) mageHus apTepUaIbHOTO JaBICHUS
4) aopTaabHOW HEAOCTATOYHOCTH
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7. JABOPATOPHASA ITUATHOCTHUKA

[Tpu mo03peHnM Ha pacCIOCHUE a0PThl B KAYECTBE J1A0OPATOPHO TH-
arHOCTUKH MPEIJIOKEH LEJIbINA PsiJl OMOMapKEPOB, MO3BOJISIIOLIUX TPOBECTH
muddepeHnaibHbpIi AUArHO3, ONpeaeIuTh a3y TeueHHs 3a00JeBaHMS
(OCTpBIN UM XPOHUYECKUH MTPOLECC), & TAKKE OLEHUTH TPOTHO3.

C-peaktuBHbiit 0enok (CPB) — uyBCTBUTEIBHBIN U HECTIEU(PUIECKUIA
ocTpo(a30BbIil MOKa3aTeNb, KOHIIEHTPAIMS KOTOPOTo B IJla3Me KpPOBH Ba-
pHUPYET B 3aBUCHUMOCTH OT BOCHaJIUTEIbHOU cTanuu. [IpoaeMoHCTpupo-
BaHa IporHoctuyeckas 1neHHocTh CPb kak HezaBucuMoOro ¢akTopa Hera-
TUBHOTO HCXOJa TPH PACCIOCHUM aOpThl: YBEJIMYCHHUE KOHIIEHTPAIMU
»TOr0 OMomapkepa B kpoBu 0osiee 150 Mr/n cuntaercst BaKHBIM MPEAUKTO-
poM HeOJIaronpuaTHOro nporHosa. Onpenenenne ypoBHsE C-peakTUBHOTO
Oesika MOKET OBITh MOJIE3HBIM B CTpAaTU(PUKALIMK PHUCKA ITHX MAlUEHTOB. B
To *€ Bpems aHanu3 CPb He mo3Boisisier nuddepeHiupoBaTh AHArHO3
OCTpPOTO PaCCIOCHUs U aHEBPU3MBI a0pThl. Kpome Toro, ero nuarHoctuye-
CKasl IIEHHOCTh B TME€PBbIC YaChl OT Ha4yaja CUMIITOMOB PACCIOCHUS aOPThI
OCTaeTCs MaJ03HAuYUMOM.

MatpuuHble METaUIONPOTEHHA3bl OTHOCAT K BaXXHBIM (hepMeHTaM
AKCTPALEIUTIONIPHOTO MAaTPUKCA, KOTOPbIE OTBETCTBEHHBI 32 JIETPAJALIUI0
aopTaibHON cTeHkH. HenaBHue wHcciaegoBaHUS MPOJEMOHCTPUPOBAIH
HaJUYUe acCOIMAIIMU MEXAY JaHHBIM (DEPMEHTOM M PACCIOEHUEM AOPTHI.
OrnpeneneHre KOHICHTPAIMA MAaTPUYHBIX METAJUIONPOTEUHA3 UMEET Jua-
THOCTHUYECKYIO IIEHHOCTh HE TOJIBKO B OCTPBINA MEPHOJI, HO TAKKE SIBJISICTCS
MH(POPMATUBHBIM OMOMApPKEPOM B JOJITOCPOYHOM MEPUOJIE HAOTIOICHUS.

Ornpenenenrie TaKOro BHICOKOYYBCTBUTEIBHOTO U ClIEIM(UUHOTO OHO-
Mapkepa Kak pactBopuMble ¢parmMenTsl 3nactuHa (SELAF), oGpasyro-
IIUXCS B pe3ysibTaTe JAETpajallii dJIaCTMHA aOpTAIbHON CTEHKH, WUMEET
OoJIbIlIOe 3HAYEHUE B pPaHHEW MMArHOCTHUKE OCTPOTO PACCIOCHHUS aOPTHI.
OTpulaTeNbHBIN TECT UMEET BBHICOKYIO MO3UTUBHYIO (94,1%) u ocobeHHo,
HeratuBHYHO (98,8%) MPOrHOCTUYECKYIO IIEHHOCTh, YTO MOKET OBITh I10-
JIE3HO MPU UCKIIFOYEHUH TUArHO3a JUCCEKIIUU aOPTHhl.
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PazBuBaronascs jereHepanusi U HEKPO3 TJIAJIKOMBIIICYHBIX KJIETOK
CTEHKH aOPTHI MPU €€ PACCIOEHUH CIIOCOOCTBYET BHICBOOOXKICHUIO TSIKeE-
JIBIX TeTeld MUO3MHA B KpOBSIHOE pyciio. KoHIleHTpalus 3Toro nomapkepa
B CBIBOPOTKE KpPOBH 3HAUYWTEIIBHO BO3pacTaeT B INEpBblE 33—
6 yacoB OT Hauana 3aboseBanus. JIabopaTOpHBIN aHAIU3 TSKEIBIX LETei
MMO3UHA MOXKET J1aTh HHGOPMAIMIO 00 YPOBHE U IMPOTSIKEHHOCTH PaCCIIO-
€HUS aopThl, a TAKXKE MO3BOJISIET MPOBECTH AU depeHIInaTbHYIO0 JUATHO-
CTUKY MEXIY PACCIOCHUEM a0PThI U OCTPHIM UH(DAPKTOM MHOKAP/A.

Kpome Tspxensix neneil Muo3nHa THarHoCTUYECKY 0 IEHHOCTh MPH Ta-
TOJIOTUW a0pPThl UMEET KaJIbIIOHUH — PETYJISATOPHBIA OCJIOK, KOTOPBIM 00b-
SAVHSET aKTUH U KanbMOAYyJuH. BeinenstoT 3 uzodopmel 3TOoro 6enka: oc-
HoBHOM (h1), melitpanpubiit (h2) u kuciaoreiii (h3) kanenonums. [lpm
pPacCIOEHUM a0opThl TUMA A KOHIEHTPAIUSI OCHOBHOTO U KUCIIOTHOTO KaJlb-
MMOHWHA 3HAYUTEILHO BO3PACTAET B MEPBBIC 6 YACOB U COXPAHSIIETCS MOBHI-
IIICHHOW B TEUCHHE CICAYIOMUX 12 JacoB, 4TO HE HAOII0IAaETCs TIPU pac-
ClIoeHUMM aopThl TuUma B. YpoBeHb HEUTpaNbHOrO KaJlbIIOHWHA HE
aCCOITMUPYETCS C pacCIOEHUEM aopThl. TakuM 00pa3oM, KaJbIIOHUH UMEET
MPEUMYIIECTBO B PAHHEH UArHOCTUKE AUCCEKIIUU A0PTHI IO CPABHEHUIO C
TSDKEJIBIMU LETISIMU MHO3WHA BCJICJCTBUE BHICOKOW UYBCTBUTEJIIHLHOCTH Te-
cTa.

OnHuM U3 HanboJIee U3yYEHHBIX Ta00PATOPHBIX OMOMAPKEPOB 3a00J1e-
BaHWI TPyAHOMN aopThl siBNIsIeTCs D-nqumep npoaykt aerpaganuu GudpuHa
— OMpeeICHUE KOTOPOTO YKA3bIBACT HAa AKTUBALIMIO B OpraHuzme Gpulpu-
HOJIMTUYECKON aKTUBHOCTHU. D-maumep MOXKET ObITh MCIOJIB30BaH B Kade-
CTBE WHJUKATOpa THUMA PACCIOCHHS aOpPThl U MPEIUKTOpPA B OIIEHKE IMPO-
rHo3a. B nmepBble CyTKU MOSBICHUSI CUMIITOMOB 3JieBalius D-aumMepa 0osee
500 Hr/mn yka3bIBaeT Ha OCTPYIO JUCCEKIIUIO aOPThI, IPEUMYIIIECTBEHHO
tuna A. OnpeaeneHue 3Toro Ouomapkepa mo3Bojsietr audepeHIupoBaTh
OCTpOE PaCCIIOCHUE a0pThI M OCTPhIN MH(MAPKT MUoKapaa. OaHAKO ke crie-
U(PUIHOCTH JAHHOTO MOKAa3aTelis HEBENMKA, MOCKOJIbKY D-nuMmep MoxeT
MOBBIIIATHCS U TIPH PSIIC APYTUX COCTOSHUM, BKITFOYasi SMOOIHIO JIETOYHOM
apTepuu, a TaKkxke TpoM003 KopoHapHOTO pycia. KpoMe Toro, mpu onpee-
JIEHUM JAHHOTO MapKepa MOKET UMETh MECTO HeraTHBHas PEaKIus B CIIy-

qasix TPOMOUPOBAHHOTO JIOKHOTO KaHajla U UHTPaMypaJIbHOW reMaTOMBI.
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Ha ceronnsninuii 1eHb NPOBOJATCS UCCIIEIOBAHUSI, HAIIPABJICHHBIE HA
MOUCK CreNU(PUIECKUX JIJIs1 3200JIeBaHUN TPYAHOM A0PTHI BOCTTIAIMTEIIbHBIX
OnomMapkepoB, BKiIrovas nutepaeikunsl, CD68+ makpodaru, neiitpoduisl,
TyuHbie KieTku, CD3+ T-nmumdouutsl. [lepcrnekTUBHBIM HampaBjICHUEM B
JIUArHOCTUKE PACCIOCHUSI aOPThI SIBJSIETCSA OINpE/EICHUE CTBOJIOBBIX KJle-
TOK B CTEHKE a0PThl, MOCKOJIbKY OHHM UTPAIOT BAXKHYIO POJIb B peNapaiuu u
pereHepanuu TkaHeh myteM qudepeHIMpOBKH KaK B KJIETKH COCYIUCTON
CTEHKHU (TJIaJIKOMBIIICYHBIE KJIETKU U (UOPO0OIaCThI), TaK U MyTEM MPOAYK-
MK GaKkTOpoB poCTa C LEIBI0 CO3JaHus OJaronmpuUsITHON ISl penapaiuu
aTMoc(ephl.

TECTOBBIE 3AJIAHUSA
Buvibepume ooun npasunvhwviii omeem.

1. JABOPATOPHO OIIPEJEJIUTH OCTPYIO ®A3Y PACCJIIOEHUA
[TO3BOJIAIOT

1)pacTBopuMBIC (hparMeHThI 1aCTHHA

2)C-peakTuBHBIN OeI0K

3)D-mumep

2. BUOMAPKEPBI, IIO3BOJIAKOIIME  JUODEPEHIIMPOBATD
OCTPOE PACCJIOEHUE AOPTBI 1 UHO®APKT MUOKAPJIA, —

1) MaTpuIHBIC METAUIONPOTCHHA3HI

2) TSDKEITbIC IIeTT MHO3MHA

3)C-peakTUBHBIN OCIIOK

3. HAUBOJIEE JOCTVYIIHBII B PYTHMHHON KJIMHUYECKOM
[IPAKTUKE BUOMAPKEP, ITPO3BOJISIOLIUN 3AIIOJIO3PUTH
PACCJIOEHUE AOPTHI, —

1)MaTpudyHBIC METAUIONPOTEHHA3BI

2)C-peaKkTHUBHBIN OCJIOK

3) D-numep
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8. HIHCTPYMEHTAJIBHAA IUATHOCTHUKA

B nacrosiiee Bpems OCTYNEH Leblil KOMIUIEKC TUarHOCTUYECKUX Me-
POTIPUSITHH, BKITFOYAIOIINUX PSJT METOJIMK, B TOM UHCIIE JIEKTPOKApIUOTpa-
¢uto, peHTreHorpaduo OpraHoB TPYAHOM KIIETKH, TPAHCTOPAKAIBHYIO U
YPECIUIICBOAHYIO 3XOKapauorpaduio, MyJIbTUCTHUPAIBHYIO KOMIIBIOTEP-
HyI0 ToMorpaduio, a TakKe MAarHUTHO-PE30HAHCHYIO TOMOrpaduio u
aoprorpaduro.

Inexkmpokaouozpagus

KitaccuyeckuM npru3HakKoM OCTPOrO PacCiIOCHUsS a0OPThI SBIISIETCS WH-
TEeHCHBHas 00ib B rpyau, HO oneHka OKI' mpu octpoM mpokcUMaibHOM
PacCI0CHUHU OOBIYHO HE BBISBIISIECT UILIEMUYECKUX U3MEHEeHH. OJHAKO UHO-
r/1a HaOJMIOAI0TCs CYIIECTBEHHBIC M3MEHEeHUS cerMeHTa ST u 3yoma T, yka-
3bIBAIOIIME HA TSKEIYI0 UIIEMUI0 WM UH(APKT BCIAEACTBUE OOCTPYKIUU
KOPOHApHOU apTepuu paccioeHueM. MHoraa B pesynbraTe pacupocTpaHe-
HUSI TEMATOMBI B KOPEHB A0PTHI, MEKIIPEACEPAHYIO IEPETOPOAKY WIIH ITPET-
CEPAHO-XKEITYIOYKOBBIN Y3€]l MOKET Pa3BUTHCS CEpJCUHBIN OJIOK. Y 00b-
HBIX C UIIEeMUYEeCKOU 00se3HbI0 cepua win runeprensueid Ha OKI™ moryt
MMETHCS MPU3HAKU CTapOro MHQpapKTa Muokapjaa win runeprpopun. [Ipu
OCTPOM WJIM XPOHHYECKOM JUCTaIbHOM paccioeHnn JDKI' 00bIuHO yKa3bl-
BaeT HA THNEPTPOPUIO JIEBOTO KETYA0UYKA, CBA3AHHYIO C XPOHUYECKOM ap-
TEPUAIBHOU TUIIEPTEH3UEM.

Penmeenozpaghua ecpyonoit Knemku

O0630pHas peHTreHorpadus OpraHoB rpyAHOM KJIETKH B IETAIbHOM JTU-
arHoCTUKE 3a00JIeBaHUs TPYAHON a0PThl UMEET CKOPEE UCTOPUUECKOE 3HA-
YEeHHeE, OJIHAKO YacCTO JIA€T BaXKHYIO0 HH(POPMAIIHIO, TO3BOJIIOUIYIO MPEIIO-
JIOKUTh JUArHO3 PACCIOCHUS a0PTHI.

XOTs CTaHJapTHBIC MPSIMbIe U OOKOBBIE CHUMKHU TPYIHOU KJIETKU HE
MOTYT 00€CTICYUTh MOCTAHOBKY OIMPEICIICHHOTO IUarHo3a, uxX OIeHKa I03-
BOJISICT BBISIBUTH HEKOTOPHIE MOMEHTHI, CBSI3AHHBIE C PACCIOEHUEM aOPTHI.
B cinyyasx 6€CCUMMITOMHOIO WJIM XPOHHUYECKOI'O PACCIOCHUS PEHTTEHOB-
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CKHE CHUMKH MOTYT BOOOIIIE MOCIYX UTh MEPBbIM UCTOYHUKOM HMHPOpMa-
[IMH O CYIIECTBOBAHUY NATOJIOTHH A0PTHI. bosee Toro, korga UMErTCs CTa-
pbIE PEHTTEHOIPAaMMBbI, CDABHEHHE UX CO CBEKUMU MOKET AaTh BAXKHYIO UH-
dopmariuio, 0COOEHHO B KOHTEKCTE KJIMHUYECKOU KapTHUHBI PACCIOCHUSI.

HaunbGonee yacto namMeHeHus 0OOHapyKUBAIOTCS B 00JIACTU JyTH A0PTHI.
OHU BKJIIOYAIOT pacUIMpeHUE AUaMeTpa aopThl, HATUYKE JBOMHOMN IJIOTHO-
CTH BCJICICTBUE PACIIMPEHUS JIOAKHOTO MPOCBETA, HETPABUIIbHBIA 1 HEYET-
KWW KOHTYP. DOJIBIIMHCTBO 3TUX M3MEHECHUM SIBIISICTCS PE3YJIbTATOM pac-
IIMPEHUS]  JIOKHOTO  MPOCBETAa  aopThl  WIIM  JIOKAJIM30BAHHBIX
KPOBOU3JIUSHUM.

ITo manHBIM nUTEpaTyphl U3 74 cilydaeB pacciloeHUs aopThl, B 61 Ha
pPEHTIreHOrpaMMax IpyTHOM KJIETKU UMEUCh OTKJIOHEHUS OT HOPMBI B YIIO-
MAHYTBIX 00JacTax. OQHAKO B 8 U3 HUX HAOIIOAUCh IPYyTUe U3MEHEHUS,
BKJIIOYAsl YBEJIMYEHHE CEPALA, 3aCTOMHYIO CEPACYHYIO HEJOCTATOYHOCTD U
TJIEBpaIbHBIN BBIMOT. Takum 00pa3om, TONBKO y 5 OOJIBHBIX OBLINM HOP-
MaJIbHbIE PEHTI€HOTPAMMBI TPYJIHOU KIeTKU. XOoTs y 18% O0nbHBIX aop-
TallbHasl TeHb ObLIa HOPMAJIbHOW, 3TO HEYAUBUTEIBHO, TAK KaK YacCTO Jra-
METp aoOpThl MpPU OCTPOM  pACCIOCHUWU  YBEIUYUBACTCS  JIMIIb
HE3HAUUTeNbHO. TakuM 00pa3oM, HEM3MEHEHHBIE TEHb a0PThI U CPEIOCTE-
HUE HE JIOJDKHBI YJIEp)KUBATh Bpada OT JATbHEUIINX UCCIEAOBAHUM, €CIIH
aHaMHE3 Y KJIIMHUYECKHUE TaHHBIE MalMeHTa MO3BOJISIOT 3aM0I03pUTh pac-
cinoenue. K Tomy xe, SBHO yBeJIMUECHHAsi a0pTa HA IPSIMOM CHUMKE MOKET
CKpBIBaThCA TEHBIO CEpAlAd. DTO OCOOCHHO XapaKTEpPHO JJIsl CIy4aeB pac-
cioernst |l Tuma mo DeBakey. TeHb aopThl, KOTOpasi Ha PEHTTCHOBCKOM
CHHUMKE CHayaJja IpeICTaeT HOPMaJIbHOW, CO BPDEMEHEM MOYKET CUJIBHO W3-
MEHSITHCS, OBICTPO YBEJIUUYUBASACH B pazMepax. MoryT BBISBISITHCS JIOKATb-
HBIC BBITISTYMBAHMS.

OtneneHre KaJlbIIMHUPOBAHHBIX OJISIIIIEK MHTUMBI pazMepoM Oosee 1
CM OT I'PaHHUIIbl A0PTAJIBLHOM TEHHU, CO3/IAI0IIEE BIIEYATIICHUE YTOJIECHHOU
a0pThI, a TAK)KE HATUYUE YABOCHHOU TJIOTHOCTU AOPTHI SIBJISIIOTCS TTPU3HA-
KaMU PacciiOEHUsl C ABOMHBIM KaHAJIOM. K coxaneHnto, pa3indyHbIe POSIB-
JICHUS aTEPOCKIIepO3a rPyIHON a0PThI U AHEBPU3MBI A0PTHI 0€3 PacCIOCHUS
TaK)X€ MOTYT MMETh TaKue MPHU3HAKHU, YTO JejJaeT WX HecrnernuOUIHbIMU

(puc. 23).
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Puc. 23. O630pHas penmeenocpaghusi op2anos epyoOHOU KlemKU
Y RAYUeHmos ¢ paccioeHuem epyoHol aopmol

He6omnpIoii mieBpaabHBIM BBIIIOT, OOBIYHO ClIEBa — BEChbMa 4YacCThIU
MPU3HAK KaK JJI1 XPOHUYECKUX, TaK U JJI1 OCTPBIX MPOKCUMAJIbHBIX U JIH-
CTaJIbHBIX pacciioeHui. OH SBISETCS pe3yIbTaTOM JIHAIE/1€3a SPUTPOLIUTOB
yepe3 0CIa0JIeHHYIO PACCIOCHHYIO CTEHKY aOpThI PU OCTPOM BapuaHTE, U
MEPUAOPTAITHLHOTO BOCIAJIICHUS — MPU NOAOCTPOM M XPOHUYECKOM. boJib-
IIOM BBITIOT MOYKET O3HAYATh Pa3phbiB B IUIEBPAIBHOE MPOCTPAHCTBO, U B
ATOM CJIy4ae BCEr1a COMPOBOKIAECTCS PACIIMPEHUEM CPEIOCTEHUS. Y BEIIU-
YEeHHWE TEHU CPEJOCTEHHUS BCIEICTBHUE KPOBOTECUEHUS JUOO pacUIdpeHUs
aopThl, 0COOEHHO KOT/1a OHO BHIHO HA MPSIMOM 3aJ{HE-TIEpeIHEM CHUMKE —
BakHas Haxoaka. OHa umeet mecto B 10—50% cirydaes.

YBeIU4YEHNE TEHU CEP/Ia — YaCThIM MPU3HAK MPHU PACCIOCHUH A0PTHI,
KOTOPBIA MOXET SBUTHCS PE3yJbTaTOM BBINOTA B MEpUKApH, AWJIATALIUU
CepAla ¢ HEIOCTATOYHOCTBIO KJIAllaHA aOPThl M KAPAUOMETAINEN B XPOHHU-
YECKHUX CIydasx, a TAK)Ke TUIEPTEH3UU U TUTIEPTPODUH JIEBOTO KeTyA0UKa.
Ecnu nocTynHbl cTapble CHUMKH, U TIPU CPABHEHUU BBISIBIIACTCA yBEJINYE-
HHUE TEHU CEPALA, CIEAYET IMOJ03PEBATh KPOBOTEUEHUE B MOJIOCTh MEPHU-
kapaa. K coxanennro, yBelMueHUE CEPJICUHON TEHU MPU OCTPOM PaCCIIOe-
HUM MOXET OBITh €JBa 3aMETHBIM BCJICJICTBHE HEPACTSHKUMOCTH
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nepukapaa. boisiee Toro, n3-3a MMUPOKONM paCHPOCTPAHEHHOCTH THIIEPTECH-
3UM Yy TaKUX MAIIMEHTOB 3TOT MPU3HAK TAKXKE HE SBIISICTCS CHEIU(DUUESCKUM.

CwMmenieHne TpaxeoOpOHXUAIBLHOTO JepeBa U MUILEBOIA TIPU pacciioe-
HuK HaOmogaercs B 60% ciaydaeB. CMmelieHHE MOXKET MPOUCXOIUTH Kak
BIIPABO, TAK U BJIIEBO, B 3aBUCHMOCTH OT MECTA PACCIOEHHUS. X0 KEIyI0Y-
HOT'0 30H]1a MOXET MOKA3bIBaTh CMEIICHUE MUIIEBO/IA.

Tpancmopakanvnan 3xokapouozpaghus

TpanctopakanbHas 3xokapauorpadus (TTIxoKI') ansercs oqaum u3
OCHOBHBIX METOJ0B JUArHOCTUKHU MPHU AUCCEKIHUH a0pThl. BaxkHbIMU Tpe-
MMYILECTBAMHU METOJIa SIBJSIFOTCA TOCTYIMHOCTh, OBICTPOTA JUATHOCTHUKH,
HEUHBA3UBHOCTh. CTaHIAPTHBIA MPOTOKOJI MPEANOoJiaraeT UCIOIb30BAHUE
OJIHOMEPHOTO M JIBYXMEPHOTO PEKUMOB, JOMIUIEpKapaArnorpaduu, a Takxke
IIBETOBOI'0 KAPTUPOBAHUS KPOBOTOKA.

Oonomepuotit pexcum (M-pesicum)

YIIpTpa3ByKOBOE HCCIENOBAHUE CEPALA B KIMHUYECKHUX YCIIOBHSAX
npuMensiercst yxke noutu 30 net. [lepBoil cnenupuyuHon sl pacCcIoeHus
aopThl HAXOJKOM Mpu M-3xokapAuorpaduu ObLIO «TPENBbIXaHUE UHTUMBDY.
HarnsimHas neMoHCTpalus KoJaeorolecss MeMOpaHbl B COYETaHUU C BO3-
MOYHOCTBIO PACIIO3HATh OCIIOXKHEHUS PACCIOCHUS, TAKUE KaK a0pTajibHAs
pErypruTaiys 1 BBIINOT B EPUKAP/I, 00ECTICUNIIN TOHAYATY 3HAUUTEIbHBIN
SHTY3Wa3M B OTHOIIEHUH UCIIOJIb30BaHUS 3X0Kapauorpaduu B M-pexume,
KOTOPBIH, OJTHAKO, YMEHBIIUJIICA 10 MEPE MOCTYIUIEHUS HOBBIX COOOILICHUH.
Tak, B OTCYTCTBHE CYIIECTBEHHBIX KIMHUYECKUX MPU3HAKOB BO3MOKHOIO
pacciioeHusi aopThl dxokapauorpadus B M-pexxuMe CUMTAeTCs HEHAJIEK-
HBIM METOJIOM.

Jleymepuowtit pesrcum (B-pesrrcum)

MHuorue orpannuenuss M-pexxuma yaaoch Npeo0IeTh IPU UCTIOIb-
30BaHNHU IByMEPHOM TeXHUKU. KpuTepusmu, nCroap30BaHHBIMU JJISI yCTa-
HOBJICHUS CYIIECTBOBAHMSI pacCliauBalollel MeMOpaHbl, IBIIIKCH: 1) 0OHa-
py)xkeHre ee u3 0ojee YeM OJHOTO TMOJIOKEHUs, 2) IBHKECHHE, HE
napajuieJIbHOE JBUKEHUIO 000N U3 JPYTUX CEpIICUHBIX CTPYKTYp, 3) 3a-
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KJIFOYEHUE O TOM, YTO HAOJII0/IaeMO€e HE SIBJISIETCS PACIIMPEHUEM WUIIA OTpa-
KEHUEM JIF000H JPYroil CTPYKTYpHI cepaia u 4) HaXO0KIeHUEe UCTUHHOTO U
JIO’KHOTO MPOCBETOB ITyTEM MOBTOPHBIX 00CIEAOBAHUNA HXOTEHHON TTOBEPX-
HOCTH.

UyBCTBUTEIBHOCTh METOJAMKH COCTABIISIET 78% 1Sl ClIydyaeB OCTPOro
u 87% s MOJAOCTPOro PACCIOCHMUSI MPOKCUMAJbHBIX OTJICJIOB a0pThl U
40% u 29% — 1714 OCTPBIX U MOAOCTPBIX JTUCTAIBHBIX PACCIOCHHUN.

Ieemnasn oonnnepoeckasn sxoxkapouozpagus

KoMmOuHanusi 1BETHOM AOMIUIEPOBCKOM TEXHUKH CO CTaHIAPTHOM
TTOx0KI" mOBBICHIIO YyBCTBUTEIBHOCTD YJIBTPA3BYKOBOTO MCCIICIOBAHHUS
10 100%. C nomo1ib0 METOIa ONPEIEIISETCS OJJTHOBPEMEHHOE KOHTPACTHU-
pOBaHKUE 000UX MPOCBETOB A0PTHI C MTPOTUBOIIOJI0KHO HAITPaBICHHBIMHU I10-
Tokamu. [[BeTHast qonmieporpadus NpaBUiIbLHO OMPEALIIECT MECTa KOMMY-
HUKAlUUN MEXIAYy MUCTUHHBIM U JIOKHBIM IPOCBETOM, a TAKXKE HAIUYUE U
CTEIEHb a0PTaJIbHOU peryprutauuu. B ciaydyae HEOTHOBpEMEHHOIO KOHTpa-
CTUPOBaHUS 000UX KaHAJIOB IIPOCBET, KOHTPACTUPYIOIIUMICS TIEPBHIM, SIBJISI-
€TCS UCTUHHBIM.

YuurtsiBasi BO3MOKHOCTb OIIEHKH CTETEHH, CBI3aHHOUW C pacCIOCHUEM
aOpTAIbHON perypruTtaiuu, IBeTHas aomruieporpadus oOiagaeT 3HAYU-
TEJILHBIMU TPEUMYIIECTBAMU IO CPABHEHUIO C OOBIYHBIMHU JOMIIIIEPOB-
CKHUMU HCCJIEAOBAHHUSIMU KaK B HEMPEPHIBHO-BOJIHOBOM, TaK U B MUMITYJIb-
CHO-BOJIHOBOM PEKHUME.

B xauectBe cTaHAApTHBIX JOCTYNOB HCHOJIB3YIOT JIEBBIM IMapacTep-
HaJbHBIN, alMKAIBHBIN, CyIpacTepHAIBbHBIN C MOTYyUYCHUEM H300paKeHUs
110 KOPOTKOMW U JJIMHHOM OCSIM.

TpancTopakaibHas 3XokapAauorpadus ¢ BHICOKOH TOYHOCTHIO MO3BO-
JE€T ONPEACIUTh HAINYUE JUCCEKIMHA a0pPThI, €€ PacnpOCTPAHEHHOCTb,
mudpepeHIpoBaTh UCTUHHBIA U JIOKHBIM TTPOCBETHI A0PThI, OMPEACIUTh
CTETICHb TPOMOO3a JIOXKHOTO KaHana (puc. 24).
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Puc. 24. Tpancmopakanvras sxoxkapouocpagusi.
Paccnoenue aopmor mun A no Stanford.
A — 0CTpOE€ paccioeHue aopThl, b — XpOHHUUECKOE PACCIOCHHUE A0PTHI.
Crpenkamu yka3zaH HHTUMOMEANAIbHBIN JIOCKYT B BOCXO/ISIIEM OTJIENIEC A0PThI

Kpowme Toro, MeTo 1 o3BOISIET OLIEHUTh TUAMETP A0PTHI HA YPOBHE CH-
HycOB BanbcaibBbl, CHHO-TYOYJISIPHOTO COEIMHEHMS, BOCXOJAIIECTO OT-
Aena, IyTu 1 HUCXOJAIIEro OTaeNa.

Takxe npu TTIx0KI' MOkHO onpeAeanTh COCTOSHUE KIAMAHHOTO all-
naparta cepama (Mopdoaoruiueckue U3MEHEHUS U TOJIIIMHY CTBOPOK, HAJIH-
yue nep@opaluii U BereTalnii, CTENeHb KalbIMHO3a, IJIOMagb OTBEPCTHS,
BEJIMYMHY MUKOBOTO W CPEHETO TPAHCKJIAMAHHOTO T'PAJUEHTA, BEJIUUUHY
pEerypruTaium), NoJyuyuTh HHGOpMaIuio 00 o01Iel U JTOKATHbHON (QYHKIIUN
KETyA0UYKOB (KOHEYHBIN IUACTOIUYECKUNW W CUCTOIMYECKUN pasMephbl U
o0beMbI cepAlla, yIapHbIil 00beM, (pakius BbIOpOca JIEBOTO KEIyA0UKa,
JIOKaJIbHAs U TJI00aIbHAsl COKPATUMOCTb ), @ TAKKE HATMYUU MTePUKAPIAAITb-
HOT'O U IJIEBPAJIbHOIO BHIIIOTOB.

TpancTopakaibHasg 3X0KapAuorpadus OpUMEHSIETCS HE TOJBKO C IIe-
JIBIO TIPEONEPAIMOHHON OIEHKU COCTOSIHUS TPYJHOM a0pTHI U CEPALla, HO
U 1711 KOHTPOJISL pe3yJIbTaTOB XUPYPrUUECKOTO JICUCHHUSI B pAaHHEM M OT/a-
JIEHHOM TIOCJICONEPALIMOHHOM MEPUOaX.

Upecnuwesoonasn rxoxapouozpagus

MHorue orpaHM4eHus TPAHCTOPAKAIBLHOTO MOJYUYECHUSI N300paKeHU,
BKJIIOYAs Ty4YHOCTh, sMPpuzemy, UBJI, nedopmanuu rpyiHON KIETKU U y3-
KHE MEXpeOepHBIC MPOMEXKYTKH OBUTH MPEOI0JICHBI P YPECITUILICBOTHOM
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noctyre. Bocxoasias 1 HUCXOA1as rpyHasi a0pTa XOpOIIo BU3yaIu3H-
PYIOTCS OJTHUM IMOMEPEYHO PACTIOJIOKEHHBIM JaTYUKOM (puc. 25).

PAT T: 37.@C ‘go - PAT T: 37.8C
FEE: T3¢ 3C .

TEE T <37.8C ;

Puc. 25. Ypecnuwesoonasn sxoxkapouocpagus. MobunvHulli UHMUMOMEOUATbHBILL
JIOCKYM, NPOIAOUPYIOWULL 8 NOJIOCMb JIeB020 HCENYOOUKA U 00YCI08IUBAIOWULL Bbl-
PadiceHHy10 aopmanvHyto pecypeumayuro. IlpokcumanbHast perectpaius B o0jgacTu
KOpHSI aopThl (ITOKa3aHa CTPEJIKOM) y MalMeHTa ¢ PacCIOCHHEM aopThl TUI A 1O
Stanford (BBepxy — KOpoTKas och, BHM3Y— JUTMHHAs ock). LA — left atrium (;reBoe
npencepaue); LV — left ventricle (neBbrit xenymouek); A0 — aortic root (kopeHb
aoptel) (Meredith EL, Masani ND. Echocardiography in the emergency assessment
of acute aortic syndromes. European Journal of Echocardiography. 2009; 10:i31-39)

OnHako, Mpu €IMHCTBEHHOM IMPOCTOM CKaHUPOBAHWHM OCTAOTCS ClIe-
nble MATHA. DTOT HEIOCTATOK OB MOYTH MOJHOCTHIO MPEOJOJIEH C CO3/a-
HUEM HOBBIX OWILJIAHOBBIX U OMHUILIAHOBBIX YPECITUIIEBOIHBIX IaTYHKOB,
KOTOpPBIE 00ECTICYMBAIIN JOTIOJHUTEIBHBIE «OKHA» I TUarHOCTUKH MOpa-
XEeHUU aopThl. Takue maruvku noBbicHA crtocooHOoCTh UITDX0KI™ naBath
TOYHYIO MH(OpPMALHIO O MOP(OIOTUH BCEX OTAEIOB IPYAHONU aOPTHI.

OMHHUIIIaHOBBIE TAaTYMKU MOTYT Bpamarbes Ha 180° u obecnieunBaroT
NPAKTUYECKH HEOTPAHUUYEHHOE YHCIIO BO3MOXKHBIX MJIOCKOCTEN H300paxe-
HUA. C MCIONb30BAHUEM TaKUX JATYMKOB M UPECIHUILEBOAHOTO JOCTYIIA,
KOTOPBIN MO3BOJISET CKAHUPOBATh MHOXECTBO CPE30B M0 MEPE MPOJBHKE-
HUS1, BpAlIEHUs U yAAJIICHUS 30H/a, TPyAHas a0pTa MOXKET ObITh OCMOTPEHA
TaK K€ XOPOIIIOo, KaK U MPU NMPUMEHEHUH JIFOOO0U Ipyroil COBPEMEHHOM TeX-
HUKHU. B 1ononHeHne Kk U300pa’keHUIO aOpThl, YPECIUILEBOIHBIA TaTUHUK
Takke gaeT uHGopMaluioo o0 GyHKIIUU JIEBOTO KETyA04Ka, a0pTaIbHOU U
MUTPAJIbHOW PETyPrUTAUM M UX CTENEHSX, O JIOKAIBHON IMOABHKHOCTH
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CTEHKH KEJyA04YKa, MIPOKCUMAJIIbHBIX OTAEJIaX OCHOBHBIX KOPOHAPHBIX ap-
Tepuil. Bea sta uHbopmaius SBISETCS BaXXHOM JJIs MpeornepanioHHON
OLICHKU COCTOSTHUSI XUPYPTUUECKUX OOTbHBIX.

BBenenue upecnuiieBoHOTO JaTYrKa OOBIYHO TPEOYyeT MECTHOM aHe-
CTE3UU POTOTJIOTKHU U JIETKOW JTMOO YMEPEHHOU CeNalnu, HO JIEr4e BCEro
BBITIOJTHSETCSL B ONEpalMOHHON Toj oOuiel aHectre3ueil. VccienoBanue
OKa3bIBACTCS YCIEIIHBIM B 97% MpeanpuHUMAaeMbIX TOMBITOK U UMEET OT-
HOCHUTEJIbHO MaJjo MPOTUBONOKAa3aHWi. bpu10 MOKa3aHo, 4TO IPY BBEJACHUU
JaT4YuKa MOBBIIIAETCA CUCTOIUYECKOE U CPEAHEE KPOBSHOE NAaBIIEHUE, OJI-
HAaKoO B 0JIOKE€ MHTEHCHUBHOM TEpANUK U B ONEPALIMOHHON C UX HHBA3WBHBIM
MOHUTOPHHTOM U MIPUMEHEHNEM [-0JIOKAaTOPOB U AHECTETUKOB 3TO OOBIYHO
Jerko KoHtpoiaupyemo. Kak u mpu 1000 1pyroil 1ake MUHUMAJIBHO UH-
Ba3uBHOU nporeaype, npu UIIIxoKI' cirydarorcst cepbe3HbIE OCI0KHEHMUS.
OHu BKJIIOYAIOT acnupaluio, nepdopannio nuueBoaa, OpoHxocnasm U, B
MOMEHTBI MaKCUMAaJIbHOTO guckoMmdopTa 6osbHOr0, u3MeHeHus Ha OKI,
XapaKTEPHbIE TSI NIIEMUY MUOKapaa.

N3menenust remomuHamuku Tpu mposeaeHuu YIIDxoKI™ o6wsranHO
JIETKO KOHTPOJIMPYEMBI, HO HE TPUBHAIbHBI. MEXaHUYECKOE BO3CUCTBUE
CaMOT0 YPECIHUILIEBOIHOTO 30H/1a MOKET CITIOCOOCTBOBATH Pa3phIBY pacciio-
E€HHOM Bocxo/siiek aopthl (<1%).

B uenom, UIIOxoKT npencrasnset co60il ype3BbIYaiHO MOJIE3HBIN HH-
CTPYMEHT Jisi 0o0clieioBaHUs OOJBHBIX C TOJIO3PEHUEM Ha PACCIOCHUE
aopThl. HyBCTBUTEIBHOCTh MeTOAA TTopsAnka 97-100% npu pacrno3zHaBaHUM
paccioeHus, 00bIYHO 3a cUeT OOHapyKEHUsl paccianBaroleid MeEMOpPAHBHI.
Cnoco6nocts UIIDOx0KI' 0OHapyKuBaTh SBJIEHUS, CBSI3aHHBIE C pacclioe-
HUEM, BKJIF0Yasi HEJOCTATOYHOCTH KJIallaHa a0pPThl, KUIKOCTh B [IOJIOCTH T1€-
pUKapaa, TAMIOHAY, HAPYIIEHUS JOKATbHON COKPATUMOCTH CTEHKHU KEITY-
JI0YKa U TOPAXKEHUE KOPOHAPHBIX apTEPUil, MPEBOCXOIUT TAKOBYIO JTH0O0TO
APYroro UHBa3WUBHOI'O WJIM HEMHBA3MBHOI'O METO/1A UCCIIEOBAHUS.

Mynvmucnupanvnas KomMnvlomepHas momozpagus
MynbTucniupansayto komneioTepayto Tomorpaduio (MCKT) otHocsT
K HanOoJiee UHPOPMATUBHBIM METOJIaM MCCJIEI0BaHUs, YyBCTBUTEIbHOCTD
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U CIeU(PUYIHOCTh KOTOPOM IPHU JUATHOCTHKE 3a001€BaHUM aOpThl JOCTH-
raet 100%.

JIaHHBI METOJ MO3BOJIAET AACKBATHO OLIEHUTH LIETBIN PSJI TApAMETPOB
y MAIUEHTOB C PACCIOCHUEM A0PTHI:

1) oOmuii AMaMeTp aopThHl, pa3Mep UCTUHHOTO M JIO)KHOTO KaHAJIOB Ha
11000M ypoBHE H3Mepenus (puc. 26);

Puc. 26. MyremucnupanvHas KOMRbIOmepHas momozpagus npu pacciloeHuy aopmol.
AxcuanvHulil cpe3 HUCX00sWel aopmul Ha YposHe 1e6020 npedcepoust. Ilnanumempu-
yeckoe usmepenue pasmepos UCMUHHO20 KaHaia (Cunue 1unuu) u ooueco npoceema
aopmuwl (KpacHvie JTUHUU)

2) OlLICHKAa aHATOMHUHU A0PThI, BAPUAHTOB U AHOMAJIMI OTXOXKJCHHUS €€
BeTBel (puc. 27);

3) oIleHKa 30HBI PACCIOCHUSI A0PThI (PAacCHpPOCTPAHEHHOCTh paccliioe-
HUS, BepuPUKaIsg HCTUHHOTO M JIO)KHOTO MPOCBETA, BU3yaTM3aIUsl MPOK-
CUMAJIbHOW W UCTaNbHBIX (DEHECTpallui, HAJTUIue U XapakTep TpoMOo3a
JI0’KHOTO MpocBeTa). Buzyanuszaims xoa ICTUHHOTO KaHala SBJISICTCS BaXK-
HBIM 3BE€HOM B JIMATHOCTHKE TAKUX NaMEeHToB. [Ipn auccexkuum aopTsl Uc-
THUHHBIA KaHAJI, KAK TTPAaBUJIO, UMEET CIIUPAIICBUIHBIN X0 U HUTCBUIHYIO
dbopmy. OnHuM U3 Hamoboee IeHHbIX JuarHoctuueckux MCKT-npu3zHakoB
SIBIIIETCS «CHMIITOM KiTtoBa» («beak signy») — Hamuue ocTporo yria Mexmay
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MHTUMOMEIUAIIBHBIM JIOCKYTOM M HAapy>KHOW CTEHKOW JIOKHOIO KaHaja

(puc. 28).

Puc. 27. Mynomucnupanvras komnviomephas momozpaghus 2pyoHo2o omoeia aopmol,
mpexmepnas pekoncmpykyus. Paccnoenue aopmor mun Illa no DeBakey y nayuenma
C aHoManuel KoIuuecmaa CynpaaopmaibHblX COCY008 8 COUemaHuu abeppaHmuou jie-
8ol nooxntouuuHotl apmepueti. Cneea — nepeomsis NPpoeKyust, CNpasa — 3d0HIS NPOeKylsL

Puc. 28. MyrsmucnupanvHas KoMnovlomepHas momocpagusi OprouHou aopmol
(akcuanvHblil cpe3), «CUMNMOM KH08a» (NOKA3AH CMPeKol)
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DTOT mMpU3HAK OTMEUYaeTCs Y OOJBIITMHCTBA MAIIUEHTOB C IUCCEKIIUCH
U TI03BOJISIET JOCTOBEpHO AUB(PEpeHIIMPOBATh JIOKHBI U UCTUHHBIN Ka-
HaJbl. JIOMOJHUTENbHBIM KPUTEPUEM MIPU OMPEICTICHUN HCTUHHOTO KaHasa
MOTYT OBITh KaJbI[UHATHI B CTEHKE (MHTUMATIBHOU BBICTHIIKE), KOTOPHIE OT-
CYTCTBYIOT B JIO)KHOM KaHaie (puc. 29).

Puc. 29. Mynomucnupanvhas KoMnbiomepHas momozpapus mopaxkoadOoMuHaAIbHO20
omoena aopmol, aKCUaIbHbI cpées. Kaﬂbuud)ukauuﬂ UHMUMbL UCMUHRHO20 npoceemda
npu paccroenuu aopmol. UK — uctunnbiii kanan, JIK — noxseiid kanan (Hallinan
JTPD, Anil G. Multi-detector computed tomography in the diagnosis and management
of acute aortic syndromes. World J Radiol. 2014;6(6):355-365)

Puc. 30. Mynbmucnupanvuas KomMnviomepHas momocpagus, aKkCuaibHblll Cpes.
Lupxynapras ouccexyus aopmoel. Cmpenkou yKa3an UCMUHHBLL NPOCEem aopnivl

82



B ciay4dasx nupKyJIsgpHOW DUCCEKIUU A0PTHI JOXKHBIA IMPOCBET HEU3-
MEHHO OKPYa€T MCTUHHBIN MPOCBET, KOTOPBIA PACIIOJIIAracTCd B LEHTPE
(puc. 30). KpoMe Toro, KOHTpaCTUpOBAHUE JIOKHOTO KaHaja, KaK MpaBuio,
OTCPOYEHO BO BPEMEHH, YTO TOKE OKA3bIBAECT IIOMOLIb B OIIPEIEIICHUH ITPO-
CBETOB a0PTHI;

4) omnipenienieHre BOBJICYEHHOCTH BETBEH a0pThI (KOPOHAPHBIX, Opaxuo-
nedanbHbIX, BUCHEPATIbHBIX, MOJAB3IOIIHBIX apTEPUil) B MATOJOTHYECKUN
MPOLIECC — OTXOXKJEHUSI BETBEM OT MCTUHHOTO WM JIOKHOTO IPOCBETA,
HAJIMYUS OTPbIBA YCTHEB ApPTEPUU; ONPEAEIEHUE MPOXOAUMOCTH COCYAOB
(TpoM0603, cTeH03, OKKITF03us) (puc. 31).

Puc. 31. Mynemucnupanvnas KomMnvlOmepHas momozpagus, mpexmepHdas pPeKoH-
cmpykyus. Boeneuenue cynpaaopmanvruix cocyoos 6 paccinoenue. Cnesa — mpomoo-
Mmu4ecKkas OKKIO3Usl 0OuWUx COHHbIX apmeputi, 00YCl08NIeHHAs PACCOeHUeM a0pPMmbl
(noxaszano cmpenxamu). Cnpasa — paccioenue aopmsl ¢ pacnpocmpaneHuem Ha opa-
xuoyepanvuwlii CMmeos u i1egyro NOOKIIOUUYHYIO apmepuio (NOKA3aHo CMpeiKoll)

5) BU3yanu3aius aHaTOMUYECKUX OCOOCHHOCTEN BHYTPEHHUX OPTaHOB
I'PYJIHON U OPIOIITHOM MOJIOCTH, BKJIIOYAs OIEHKY BBHITIOTA B MTOJOCTH TePHU-
KapJa U MIEBPAJIbHBIX MOJOCTIX;
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6) BBISIBIICHHE NPEIUKTOPOB HECTAOUIBLHOCTH a0PTAIbHOM CTEHKU —
YTOJIIIEHUS W YIUIOTHEHHUS, TeMOpparu4eckyo TpaHchopMaluo BHYTPHU-
MPOCBETHBIX TPOMOOTHYECKUX Macc, AedopMalri0 KOHTYPOB CTEHKHU
a0PTHI ¥ BBIPAXKCHHOE YIUIOTHEHHUE IMapaaopTaAIbHOMN KiieTyaTku (puc. 32).

Puc. 32. Mynomucnupanobhas KoMnslomepHas momozpagus 2pyoHo2o omoea aopmal,
axcuanvhwlll cpes. Paccnoenue aopmet mun A no Stanford. 4 — 6eckonmpacmmnoe uc-
cneooganue, b — apmepuanvnan ¢asza xonmpacmnozo ycunenus. Cmpenku ykazvl-
8aI0M HA UHMUMOMEOUANIbHBLU JTOCKYM. YmonujenHble CIenKy aopmol NOGbIULEHHOU
NIIOMHOCMU («36€3004KU») — UHMPAMYPATbHASL 2eMAMOMA C PACNPOCMPAHEHUeM Ha
cmenku necounon apmepuu (BumnaskoBa (mi.) M.B., JlapekoB P.H., Burmnskosa
M.B., Ocue A.I'. MynbpTUCTIUpalIbHasE KOMIBIOTEpHAsT TOMOTpadusi B BBISIBICHUU
MPU3HAKOB HECTAOMJILHOCTH CTCHKH aHEBPU3MbI aopThl //ANbMaHax KIMHUYCCKOM
meauimHbL. 2015;(38):27-33)

Kpome Toro, MCKT-aoprorpadgusi ucnonb3dyercs sl IUHAMUYE-
CKOTr'0 KOHTPOJISI 32 COCTOSTHUEM TOPaK0aOIOMHUHAIIBHOTO OT/IEJIa a0PTHI IO~
CJIe XUPYPru4eCKOro JIEUYEHHUs B MEPBYIO OYepelpb ISl OLEHKH THHAMUKU
pa3MepoB OOIIETO, HCTUHHOTO U JIOXKHBIX KaHAJIOB a0pThI, a TAKXKE TPOM-
003a J1I0’)XKHOTO KaHaja. /{151 3Toro MoxeT ObITh MPpUMEHEHA KIaccuUKaus
PEMOCIUPOBAHUS A0PThI, B KOTOPOU BBIACISIOT MO3UTUBHOE, CTA0UIILHOE
1 HETaTUBHOE peMoJieupoBanue (puc. 33).

84



ALA | AL€>D> | ALV

TL | P
0\

»
SO
OO 00O

Puc. 33. Knaccugurxayus pemooenuposanusi mopaxoab0OMUHANbHOU aOpmMbL:
TL — uctunHBIM pocBeT aopThl; AL — 00mmii npocset aopthl; N — HEraTUBHOE peMo-
JEUPOBAHNE a0PTHI; S — CTAOMIILHOE PEMOJICTUPOBAHNUE A0PTHI; P — MO3UTHBHOE pe-
monenupoBanue aopthl (Dohle D-S, Tsagakis K, Janosi RA, Benedik J. et al. Aortic
remodelling in aortic dissection after frozen elephant trunk. Eur J Cardiothorac Surg.
2016:49(1);111-117)

[lo3uTHBHOE PEMOAEIUPOBAHUE AOPTHI OMPENEIACTCS IPU yBEIUYE-
HUM pa3MEPOB UCTUHHOTrO KaHaja Ha 10% oT ucxoaHoro ypoBHs Ha (poHe
CTAaOMIJILHOTO O0OIIIET0 MPOCBETA A0PTHI WK cokpanieHuu ero Ha 10%. K cra-
OWJIBHOMY PEMOJICIMPOBAHUIO A0PThl OTHECEHBI COCTOSIHUS, TTPU KOTOPBIX
M3MEHEHUs 00I1IeT0 WK JIOKHOTO0 MTpocBeTa He npeBbimanu 10% ot ucxo-
HbIX 3HayeHui. HeratnBHoe pemonenMpoBaHHWE AOPThHl OLICHUBAIU IPU
YMEHBIICHUH Pa3MEPOB UCTUHHOTO KAHAJIA WU IPHU YBEIMYEHUH OOIIETO
npocseTa aopThl Oosiee uem Ha 10%.

BrirogueiMu  npenmyniectamu nipu BeinosiHeHUM MCKT siBisieTcs
BBICOKAasi CKOPOCTh MPOLIEAYPhl, OTCYTCTBHE WHBA3WBHOTO KOMIIOHEHTA, a
TaK)K€ BO3MOKHOCTh CO3/IaHUsI TPEXMEPHOM PEKOHCTPYKIIMU 0OBEKTOB MPU
KOHTPACTHOM PEXKUME UCCIIEA0BAHUS.

B T0 e BpeMs OTHOCUTEIBHO BhICOKast TyueBas Harpy3ka (10-25 m3B),
NOTEHIMAIbHBIN PUCK PA3BUTHS AJNIEPTUUECKUX PEAKUIUNA U KOHTPACT-HH-
OYLMPOBAHHOW He(pONaThuM OrPaHUYMBAIOT TOTAIBHOE HCIOJIb30BaHUE
ATOTO JIUArHOCTHYECKOTO METOAA.
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Maznummno-pe3onancnan momozpaghus

MarunuTtHo-pe3oHancHas Tomorpadust (MPT) oTHOCHTCS K BRICOKOTOY-
HBIM HEMHBA3WBHBIM METOJaM BU3yan3allii, He TPEeOyIOIIei UCITOIb30Ba-
HUS HOICOACPIKAIIEIO KOHTPACcTa U HOHU3HMPYIOLICH paauanuu (puc. 34).

JIMarHOCTUYECKOE MCCIENOBAHUE TPYAHOU a0pThl ¢ moMoibo MPT
MMEET PsJl MPUBJIEKATEIbHBIX acniekToB. [lomyuyaemast nuHpopmalus cpas-
HUMa C TaKOBOM, MOJIydaeMOW MpU KOMIIbIOTEPHOU TOMOTpaduu, HO TIPU
ATOM JI00ABJISIOTCS IPEUMYIIECTBO JIETKOTO MOJYyYEeHHUS H300paKCHUM B
Tr000H KelaeMOoM TIIIOCKOCTH M JIaHHBIE O XapaKTEPUCTHUKAX KPOBOTOKA B
CKaHUPYEMBIX COCyJax. JTO JejaeT MpeacTaBicHue O (DYHKIIMOHAIBHOM
(bH3M0NI0THH, a TAKKE O HOPMAIBLHON M MAaTOJOTHYECKOM aHATOMHH aOPTHI
0oJIee TTOJTHBIM.

‘. l \.l‘\\/.r"pg-ﬁn: 1

A

Puc. 34. Macnumno-pe3onancnas momozpagus 2pyoHo2o omoena aopmol NAyUeHmKu
nocie onepayuu «3aMopONCeHHblIl X000m cloHA». A — Ayra a0pThl C UMIUIAHTUPOBAH-
HBbIM THOPHUJIHBIM CTEHT-Tpa)TOM, aKCHaIbHBIN cpe3; b — Bu3yanusupyerca mpores
BOCXOJISAIIEH A0PThI U HUCXOAIIMI OTAEN C UMIUIAHTUPOBAHHBIM CTEHT-TpadTOM (110-
Ka3aHO CTPEJIKAMHM), CATUTTAJIbHBIN Cpe3

CoBpeMeHHOE TTOKOJIEHUE 000pyA0BaHUS U IPOTPAMMHOT0 odecreye-
HUSI IO3BOJISIET OTJIMYATh KPOBb OT TpoM0Oa, 1uddhepeHnpoBaTh UCTUHHBIN
1 JIOKHBIM MPOCBETHI, ONPEACIATH JTOKAIU3ALNIO U CTEIIEHb pacpoCcTpaHe-
HUSI PACCIIOCHMS, a TaKKe yCThS BETBEH aOpThI, BKJIIOYAsT BETBU IyT'H U
OpromHoro otaena. HoBble Mogudukaiuu MeToja B HACTOSIIEE BpeMs
00ecrneynBaroT OIEHKY Cep/IeUHON (DYHKIIMU U KOMIIETEHTHOCTH KJIAITaHOB.

Boxaee Toro, 310 MOkeT OBITH BBIITOJJHEHO HEMHBA3MBHO, 0€300JIC3HEHHO U
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0€3 MpUMEHEHUS] BHYTPUBEHHOTO KOHTPACTHOI'O BEIIECTBA WJIM HOHUZUPY-
FOLIETO U3IIYYCHUS.

VYriny6nennoe obcyxaenue guznueckux npuHuunoB MPT He TpeOy-
eTCsl OOJIBIIMHCTBY MPAKTUKYIOIIMX Bpayeld, OJTHAKO, /JI1 BEPHOU OIEHKH
MOJIYYEHHBIX PE3YJIbTATOB, BAXKHO TOHUMAaHUE HEKOTOPBIX OCHOBHBIX KOH-
ueniuii. Bona u ee 3apspkeHHbIE TPOTOHBI OBICTPO JBUXKYTCS B MPOCBETE
aopThl C TOKOM KpoBU. Takum o0pazoM, Ha TuniuuHoM MPT-u3zo0paxxkenuu
BHYTPUAPTEPUAIBHOE TPOCTPAHCTBO BBITJISIIAT COBEPIIEHHO YEPHBIM U HE
Ja€T HUKAKOTO PaM0YaCTOTHOTO CUTHAJIA, IOCKOJIbKY IPOTOHBI 3aPSIKAIOT
00JIacTh CKaHUPOBAHUS €II€ JO pacciabIeHHs] U UCIyCKAHUSI UMITYJIbCA.
CreHka cocyaa, paccianBarolias MEMOpaHa M OKPYKaOIIHe TKaHU U Op-
raHbl, HAMPOTUB, UCITYCKAIOT CUTHAJIBI PA3JIMYHOMN CUJIbI, B 3ABUCUMOCTH OT
COZEPXaHMS B HUX BOJIbl U MECTHOT'O XMMHUYECKOIr0 cocTaBa. B cinyyasax ot-
HOCHUTEIBHO HA3KOTO OTOKA, KaK, HAPUMED, B JIO)KHOM MPOCBETE MPHU Pac-
CJIOCHHUH, MOXKET BO3HHUKATh CIa0BIi BHYTPUCOCYAUCTHIN curHai. Ero wH-
TEHCUBHOCTh OyJET 3aBUCETh OT CKOPOCTH IMOTOKA M OT HCIOJIb3yEeMOU
MOCJIEIOBATEIbHOCTH UMITYJIbCOB, 0OecTieurBas TaKUM 00pa3oM KOHTPACT
MEXJY UCTUHHBIM U JIOKHBIM TPOCBETAMU. [[OMTOTHUTEIBHBIM PEXUMOM K
«CITAH-3X0» SIBJISIETCS PEXKUM «TPATUCHT-3X0», JAFOIIAN MPU HAUTUIUU KPO-
BOTOKa OYEHb sIpKue n3o0pakenusi. KoMOUHAIMA JBYX 3TUX PEKUMOB J1a€T
MH(QOpMAIMIO, KACAIOIIYIOCSI OTHOCUTEIbHBIX CKOPOCTEN MOTOKA B «OBICT-
poM» (UICTUHHOM) U «MEJIEHHOM» (JIO)KHOM) MPOCBETAX U MO3BOJISIET 00-
HapyXUTh YCThsl OOKOBBIX BETBEU A0OPTHI.

Ha coBpemennom stane MPT no3BossieT KOMOMHUPOBAaTh M300pake-
HUSI, TIOJTYYEHHBIE B PE3yJIbTaTe MHOKECTBEHHOTO CKAaHUPOBAHWS, B €/IU-
HYIO0 KapTHUHY, TOJ00HYIO MoaydaeMoi npu anruorpaduu. JlaHHbIH METO
IPUMEHHUM K JTI000U CTPYKType OpraHu3Ma, B KOTOPOH UMEETCS KPOBOTOK,
Y HOCHUT HA3BAHUE ITPOCHUPOBAHUE C MAKCUMAIIBHOM MHTEHCUBHOCTBHIO».
KunoMPT — BaxxHoe HenaBHee qoctrxenne MPT-TexHonoruu, mockoJibKy
JaeT TpexMepHble n300paxkeHusd. [lyrem cooTHeceHus OBICTPO MoJTyvae-
MbIX n300paxkeHuit ¢ DKI' MOXXHO TONYyYUTh M300pakeHUE cepaia B pe-
KHME PEaJTbHOTO BPEMEHHU.

Korna 3HaueHust CKOpoCcTH KPOBOTOKA B 000UX ITPOCBETAX MOUYTH OJIU-

HAKOBBI, MOTYT BO3HUKHYTh TPYAHOCTH NpH TUPDHEepeHIIMPOBKE HCTUHHOTO
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MPOCBETA OT JIOXKHOTO. J[aHHOE MpensTCTBHE OOBIYHO MPEOI0JIEBAIOT C TO-
Moupto MPT, cunxponusupoBannoi ¢ DKI', T.k. B AMaCTOIy B UICTHHHOM
MPOCBETE 0OBIYHO HET KPOBOTOKA, B TO BPEMS KaK B JIOKHOM IIPOCBETE HE-
KOTOPBIM KPOBOTOK COXPAHSETCS HA MPOTSKEHUU BCETO CEPJIEUHOTO LIUKIIA.
Hpyroil TpyTHOCTBIO MOXKET SIBUTHCSI OOHApYKEHUE TpOMOa MpHU 3aMe/1JICH-
HOM KPOBOTOKE B JIO)KHOM mpocBere. [Ipu 3ToM MOryT OKa3aTbCs MOJIE3-
HbIMU (H)a30BO-KOHTPOJIbHBIA JUCIUICH U «TpagueHT-3X0». [TocKoIbKy TIpu
XPOHUYECKOM PACCIOEHUHU JIOKHBIN MPOCBET OOBIYHO TPOMOUpPYyETCS, pac-
ClanBaroIIas MeMOpaHa Jierue onpeaeisieTcsi Py OCTPOM PACCIOCHUH.

B nonosnHeHune K aOCOIIOTHOMY TUAarHOCTUYECKOMY KPUTEPHIO, BU3ya-
JU3alMM pacciaauBaroiell MeMOpaHbl, UMEETCS PSA APYTUX MPU3HAKOB,
MOJTBEPAKIAOIINX THArHO3 PACCIOCHHSI aopThl. XOTS HU OJUH U3 ITUX
KPUTEPUEB caM IO ceOe He SIBISACTCS TUArHOCTUYECKUM IPU PACCIOCHUU
A0PTHhI, UX HAJTMYKE NMPU HAYAIIbHOM OTPHULIATEILHOM PE3YJbTaTe C UCHOJIb-
30BaHUEM CTaHJAPTHON TEXHUKHU JOJKHO MOOYIUTH K 00Jiee eTalbHOMY
obcnenoBannto. K TakuMm JONMONMHUTENbHBIM HaXOJKaM OTHOCSITCS JAUjiaTa-
11 A0PTHI, CIIMpaIbHas KOH(UTypaIus TPOMOUPOBAHHOTO yUaCcTKa CTCHKU
AOPTHI U YBEJIMUEHUE TMAMETPa A0pTAIbHOM CTeHKH. Kak u npu Ipyrux me-
TOAaX TMOJy4YEHUS U300paKeHUU, KOTJa JIOKHBIM MPOCBET TPOMOUPOBaH,
MOTYT BO3HUKHYTH TPYJIHOCTH Tpu AUDPEpeHIIMPOBKE paccaanBaroiei
MeMOpaHbl OT KOHIIEHTPUYECKHU PACIONIAraromerocs TpoMOa U MHTpaMy-
panbHOM reMaTtoMbl. HecMOTpsi Ha omnpeniesieHHbIN nporpecc B 3TOM o0J1a-
ctu, MPT He MOxeT 00ecreunTh NOJIy4YEHHE YIOBIECTBOPUTENBHBIX U300-
PAXXEHUN KOPOHAPHBIX apTEepUM, YTO MOXKET OBITh BaXXKHBIM B KOHTEKCTE
pPacCIOEHUs aOPTHL.

Merox MPT no cux nmop He NMOJIy4yWJI IIHUPOKOTr0 PACIPOCTPAHEHHUS B
JIMArHOCTUKE OCTPOrO PACCIOEHHUS A0PThI MO PAAY KPYIHBIX HEIOCTATKOB.
Bo-niepBeIX, 11 modydeHHs OOCTOSTENIbHONM HHMOpMaluu Tpedyercs
MHOT0 BpemeHH (B cpeaHeM oT 30 MuHyT 10 4aca). Bo-BTOphIX, BO BpeMsi
MPOBEJICHUS MCCIIEIOBaHUsA, MOOJU30CTA OT OOJBHOIO HE JOJHKHO OBIThH
OPEAMETOB, COJIEPKAIINX JKEJIE30, UTO CO3JAET 3aTPYIHUTEIBHYIO CUTYa-
IIHIO TIPH OCTPOM PACCIIOCHUH, KOT1a HE0OX0IMMO UCIIOIb30BaTh MEIUITH-
CKuii uHCTpyMeHTapui. [Io mMepe HakoruieHus onbita npuMeHeHuss MPT

ObLIM CO3JaHbl pa3IMYHbIE <«Jpy>KecTBeHHbIE» st MPT ycrpoiicTsa,
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BKJIIOYAs CICHHAIbHBIE JbIXaTeIbHbIC anmnapaThl ¢ JJIUHHBIMU TPyOKaMH,
obopynoBanue st moHutopupoBanusi DKI' u kpossinoro nasnenus. Of-
HAaKO IIPU BBEACHUM T'€MOJWHAMHYECKM AKTHMBHBIX IIpENaparoB, KOraa
CMEHa JO3UPOBKH MOXKET MOTPEOOBATHCS B TECUCHUE MUHYT U JIaXKe CEKYH]I,
OTCYTCTBHE JOCTyIa K OOJbHOMY CTAHOBUTCSI 3HAYMUTEIbHBIM HEIOCTAT-
koM. B-Tpetbux, obopynoBanue st MPT noporo u JoCTyIIHO He KaxaoM
kiuHuke. Hakonen, MPT-ckanep oObI4YHO pacmojiaraercsi Ha 1OKOJbHOM
ATa)XKe, HA YAAJCHUU OT MaJIAT UHTEHCUBHOMW TEpANlUK U ONEPAIMOHHBIX, U
K HEMY MOXET He OBITh KPYTJIOCYTOYHOTO JOCTYIIA.

Texanka MPT npuBiekarenbHa sl JOJITOBPEMEHHOTO HAOIIOICHUS
pacciOeHUs N0 NPUYMHE BBICOKOM BOCIPOU3BOAWMOCTH, MTOJTHOW HEWHBA-
3UBHOCTHU U OTCYTCTBUHU MOTPEOHOCTH B KOHTPACTHBIX BEIIECTBAX U MOHU-
3UPYIOLIEM U3J1YUYECHUHU.

XoTs omrOoYHbIE pe3yabTatThl Ipu npuMeHenn MPT penku, oHu Bce
e TI0 Pa3HbIM MPUYMHAM MOTYT UMETh MecT0. OOBIUHO MOTYYaIOT JI0KHO-
MTOJIOKUTENBHBIEC PE3YIbTAThI BCIECICTBUE CMEIICHUS HOPMAJIBHBIX AHATO-
MHUYECKUX CTPYKTYP, OCOOCHHO COCYJI0B, TAKMX KaK JIeBasi BEPXHsISI MEXKpe-
OepHas BeHa.

3amMeuaresibHasi YyBCTBUTEIBLHOCTh U clieluUIHOCTh MeToga MPT
IpU IMArHOCTUKE PACCIOCHUS a0pThl ObLJIAa MMOKa3aHa Ha OOJIBIIMX IPyMHIax
oonbHbIX. MPT u UIIDx0oKI' obnamatror 100% 4yBCTBUTENBHOCTBHIO MPH
pacno3HaBAHUU PACCIIOCHUM, 3aXBAaTHIBAKOIIUX TPYAHOW OTHEN AOPTHI,
HE3aBUCHMO OT HX JIOKAJIM3aLUU B BOCXOMSIIEN, HUCXOJAIIEH aopTe WU
nyre. Ognako MPT-ckannpoBaHre HAaMHOTO MPEBOCXOIUIIO YPECITUIIEBOI-
Hy10 3x0Kapauorpaduto no crneruduanoctu (100% npotus 68%).

MPT Bmecte ¢ UITDOx0KI 3ansim MecTo aHruorpaduu B Ka4eCTBE «30-
JIOTOTO CTAaHJIAPTa» JJI ONPENCIIEHUS CIIOKHOM AaHATOMUM AOPTHI.

Aopmozpagusn

Aoprorpadus, mpexae SBISSICh 3TAIOHHBIM METOJOM JUAarHOCTUKU
MaTOJIOTUUA A0PTHI, B HACTOAIIEE BPEMs BBITECHEHA MYJIbTUCIUPATIBLHOM
KOMIIBIOTEPHOM M MarHUTHO-PE30HACHOM ToMorpaduerl W paccMaTpuBa-
eTCS KaK MCCIIeOBaHUE MocaeaHeH muauu (puc. 35).
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Puc. 35. Aneuoepagus nayuenma c paccioenuem aopmel muna B no Stanford.
KontpactupoBansl uctuHHbId (T) 1 noxHbIN (F) kKaHaIbI a0pTH Yepe3 MPOKCUMATTb-
Hyto ¢enectpanmio (ykazana ctpenkoi) (Dake M.D, Kato N., Mitchell R.S. et al.
Endovascular stent—graft placement for the treatment of acute aortic dissection. N Engl
J Med. 1999 May 20;340(20):1546-52)

OpnHako e, BONPEKU ObICTPOMY Pa3BUTHUIO HEMHBA3WBHOW M MUHHMMH-
Ba3MBHOW TEXHOJIOTHH, a0pTOrpadusi COXpaHIET 32 CO00I BaXKHYIO MO3H-
LU0 B IMArHOCTHKE PACCIOEHHUIN a0pThl. BO MHOTHX KJIMHHUKAX 3TOT METOL
MIPOJOJIKAET CIYKUTh MEPKOM, ITO KOTOPOM OLIEHUBAIOTCS MEHEE NHBA3HB-
HbI€ JUAarHOCTHUYECKUE METOJbl. B LeHTpax ¢ OOJIbIIMM OINBITOM JUArHo3
MOET OBITh IMOCTABJIEH OBICTPO, C YBEPEHHOCTHIO U C HU3KUM PUCKOM IS
00spHOr0. C MOMOIIBIO THIATENBHO MPOBEAEHHOTO UCCIEN0BAHUS MOXKHO
NOJIYyYuTh (DYHKIIMOHAJIBHBIE U aHaTOMUYecKue AaHHble. [Ipu 3TOM 0OJB-
HOMY ITPOBOJIUTCS MTOJIHBI MOHUTOPUHT U, IPU HEOOXOAUMOCTH, UH(PY3H-
OHHas Tepanus IS MOoAAEpKaHUd TeMoAuHAMUKH. [lonydaemble CHUMKH
OOBIYHO JIETKO UHTEPIIPETUPYIOTCS TAKE HE CIMILKOM ONBITHBIMU CHEIMA-
JUCTaMU, U B OOJBIIMHCTBE IIEHTPOB a0pTOrpauyecKoe HCCIEeI0BaHUE
MOXET OBITh OPraHM30BAHO B KOPOTKHE CpOKHU. IIpym coOTBETCTBYIOIIEM
OMbBITE JIaHHAS MPOIIEAYPa MOXKET OBITh BBIMOJHEHA C YYBCTBUTEILHOCTHIO
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oT 82 1o 98% u crnenuduunoctero, focturaromie 100%. C nmoMoIpro aH-
ruorpaduu MOKHO MPOAHATM3UPOBATH MATh OU€Hb BaKHBIX (DakTOpoB. OHU
BKJIFOUYAIOT: TIOJITBEPKACHHUE 1MarH03a, OOIIMPHOCTh PACCIOEHHUS, UIEHTHU-
(duKaIuo NepBUYHOTO AePEKTa UHTUMBI U BTOPUYHBIX KOMMYHHUKAIIHH, CO-
CTOSIHUE a0OPTAJIBHOrO KJIAallaHa, BKJIFOYAsl HAJTMYUE U CTEIEHb HEAOCTATOY-
HOCTH, a TaKX€ OLEHKY COCTOSIHUSI OpaxuornedaibHbIX U BUCHEPATbHBIX
COCY/IOB.

AopTtorpaduio MOKHO BBIIIOJHUTh, UCIOJIb3YSl BHYTPUBEHHYIO JIHOO
BHYTPUAPTEPUAIbHYIO TEXHUKY. OCHOBHBIM HEOCTATKOM BBEJICHUSI KOH-
TpacTa 4epe3 BEHY SBIIAECTCS HEIOCTATOYHOE KOHTPACTUPOBAHUE AOPTHI.
Hannas npo6sieMa erie 6oJiee ycyryOasieTcs py HaIMYUy TaMIIOHAIbl TN
aopTalbHOM HEAOCTATOYHOCTHU. Bonpeku cBOMM HeJIOCTaTKaM, TaHHbINA Me-
TOJI OCTABAJICS MOMYJISIPHBIM, IOCKOJIBKY CYILIECTBOBAJIO ONACEHUE, YTO pe-
TporpagHasi aopTorpadusi MOXKET BbI3BATh MOBPEKACHUE WU Pa3pbIB XPYII-
KO CTEHKM aopThl. OJHAKO MO MEpPE HAKOIUIEHUS ONbITA MPOBEICHUS
peTporpaaHoil aoprorpaduu, CTano OYEBUIHBIM, YTO YACTOTA OCIOKHEHUM
IIPU PACCIOCHUH 3HAYUMO HE OTJINYAETCA OT TAKOBOM IIPU HEPACCIOEHHOM
aopTe, ¥ IPU 3TOM MOKHO MOJy4aTh HAMHOrO 00Jiee KaueCTBEHHbIE N300-
paXeHusl.

[Ipumenenne texuuku CenbAUHTEpa B KAYECTBE MPEAIOUYTUTEIHHOTO
METOJa YCTAaHOBKHM KaTeTepa IPUBEIO K TOMY, YTO JOMUHHUPYIOIIUM Me-
CTOM JAOcCTyma ctana OenpeHHas aprepus. K cdyacTbio, paccioeHue peako
pacrpoCTpaHsieTCs AUCTAIbHO JI0 ATOr0 YpPOBHsS (O€ApPEHHOM apTepuH),
XOTsI OOBIYHO BOBJICUEHHBIMH OKa3bIBAIOTCS OJHA WJIM 00€ MOJAB3/OIIHBIE
aprepuu. B 1ienom 11t anruorpaduueckoro A0ctyna BpiOupaercs Ta oomas
OelnpeHHas apTepus, Ha KOTOpoil Oojee oTueTinuB myibe. [logkmounynas
apTepus OCTaeTCs MPo 3anac Ha cliydyai, eclii HU OJIHa U3 OeJIpEHHBIX apTe-
pUM HE OAOMIIET IS IOCTYIIA.

B npouuiom 0oibI10€ BHUMaHHE YIEISAIOCHh TOUHOMY OOHApYXEHUIO
MeCTa pa3pbiBa UHTUMBI U IIPOCBETA, OT KOTOPOTO OTXOAAT Opaxuouedab-
HbI€ U KOPOHAPHBIE apTEpPUU MPU OCTPOM pacciioeHuu. OgHaAKO MO0 Mepe
HAKOILJICHHUS OIbITA OTHOIIIEHHUE K JAHHOM MpoOJieMe MEHSIIOCh, U B HACTO-
A1ee BpeMsi OOJIBIIMHCTBO XUPYPrOB COTJIACHBI C TEM, UYTO BCIO BaXXKHYIO
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MH(POPMAIMIO MOKHO MOJIYYUTh B XOJI€ UHTPAONEPAIMOHHOTO0 00CIe10Ba-
HUSI BOCXOJISIIICH aOpThI B OpaxuolieaibHbIX BETBEH.

Onnoit n3 HanboJIee YacTO BCTPEUAOIIUXCS JOTIOJTHUTEILHBIX aHTHO-
rpadUueCKUX HAXOJOK TPH PACCIOCHHH aOpTHI SBIIETCS OOHApYKCHHE
CIaBJICHUSI UICTUHHOTO IPOCBETA MOCJE BBEACHUS KOHTPACTHOI'O MaTEpH-
ana. B ciyyasix, Korja J0>KHbIM TPOCBET HE KOHTPACTUPYETCS, TAKOE ClIaB-
JIEHUE WU CYKEHHE MCTUHHOTO KaHalla MOXXET OKa3aThCsl €IMHCTBEHHOMN
MOJIOKUTENIbHON aHruorpadudeckor Haxoako. CyxkeHue oObIYHO I'eéMO-
JTUHAMHAYECKU HE3HAYMMO, ITOCKOIBKY JIa’K€ B C/IABJICHHOM COCTOSIHUU HC-
THHHBIN TTPOCBET B OOJIBIITMHCTBE CITy4aeB OOJIBIIIE, YeM TaKOBOW B HOpPME.
XapakTepHO €ro U3BMEHEHHE 110 X0y a0pThI IPU PACITPOCTPAHEHUH PACCIIO-
€HUS B JUCTAJIbHOM HampaBieHuH. CTEeHKa aopThl MOXKET Ka3aThCs YTOJ-
IIIEHHOW BCJIEJICTBUE MHTPAMYypPAJIbHOM reMaToMbl WK oTeka. Korga takoe
YTOJIIIEHUE CTEHKHU PACIPOCTPAHSIETCS HAa 3HAUYUTENIHHYIO JJIMHY aOpTHI,
YTO CBHUJIECTEIBCTBYET IMPOTUB €r0 aTEPOCKICPOTHUYECKOTO WJIA KUPOBOTO
MIPOMCXOKICHHUS, 3TO CIY>KUT KOCBEHHBIM IIPHU3HAKOM PACCIOCHUS aOPTHI.
IIpoekuust HEOOJIBIIOTO, HAIIOMUHAIOIIIETO SI3BY BBIMSYUBAHUS HA TJ1aKOM
KOHTYpE€ aOpPThl TAK)KE€ TOBOPUT O BO3MOKHOM pacciioeHuH. Takas mpoek-
1I1s1 0OBIYHO BO3ZHUKAET B MECTE pa3phiBa HHTUMBI, KOTAa JIOKHBIN MPOCBET,
o KpaiftHel Mepe, YaCTUIHO TpoMOupyeTcs. B peakux ciiydasx moao0HbIe
MPOSKIIUM MOTYT OBITh CIIEJACTBHEM H30JIMPOBAHHBIX Pa3pbIBOB MHTHUMBI
WJIA OKKJIFO3UH OOKOBBIX BETBEH aOPTHI.

J{pyruM KOCBEHHBIM MPU3HAKOM MOKET CITY>KUTh a0OpTajbHas PErypru-
Talusi, 0COOEHHO MPU OCTPOM PACCIOCHUH MPOKCUMAIIBHOTO OT/IeJ1a a0PTHI.
K coxanenuto, 3TOT mpu3HaK HecnenudruieH, MOCKOIbKY aopTajibHas He-
JOCTATOYHOCTh UMEETCSl Y MHOTUX OOJIbHBIX C DKTa3uel KOPHS aOpPThl U Y
10% manueHToB ¢ pacCIOCHUEM JUCTAIbHBIX OTEJIOB aOPTHI.

Aoprorpadus sSBISICTCS YYBCTBUTEIBHBIM M CIEIU(PUUYHBIM HHCTPY-
MEHTOM JIJIsI TUarHOCTUKHU pacciioeHus aopThl. Koraa sxokapauorpadus u
KT nenoctynusl, aoprorpadust npeacrasisieT coooil Hanbosee ObICTPHIN U
HAJIeKHBIA CIIOCO0 AMArHOCTHUKHU OCTpPOTo paccioeHus. OmaHako B 00JIb-
IIIMHCTBE CJIy4aeB MOTPEOHOCTH B aOpTOorpaduu oTmagacT Npyu HATUYUH HO-
BBIX, MCHEE MHBA3UBHBIX U 00JIe€ TOYHBIX CIIOCOOOB AUarHocTuku. Hema-

JJOBAXXHOEC€ 3HAUYCHHUEC B 3TOM MHMECT HWHBA3UMBHOCTb MCTOJ4d, d TaKXE
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HE0OXO0IMMOCTh UCTIONb30BAHUS HOICOIEPKAIIET0 KOHTPACTa M HIOHUBHPY-
IOILIEH pajiualiiu, 4TO MOXKET MPOBOLIMPOBATh KOHTPACT-UHAYIIUPOBAHHYIO
He(dponaTuio.

Ho3umpouno-Imuccuonnas momozpagus
[Tozutporno-3muccronHas tomorpadus (I19T) sBasercs pyHkmo-

HaJIbHBIM METOJIOM BH3yajW3allMi, KOTOPbhIi OCHOBAaH HA HAKOIUICHUU B
CTEHKE a0pThI aHAJIOTa TIIOK03bI — F18-hTopae3okcuratoko3sl. JlaHHOE Hc-
CleAOBaHMUE ObLIO MPEIJIOKEHO B KAYeCTBE METO/A, MO3BOJISIFOIIETO BbI-
SIBUTh BOCHAJIUTEIbHBIC U3MEHEHUSI CTCHKH M CIIPOTHO3UPOBATh BO3MOXK-
HbIE€ HEOIaronpusTHLIC ITOCIeICTBUS (pa3phIB, paccioeHue aopThl). Kpome
TOr0, METOJl TOJE3€H I JUArHOCTUKHW WH(MEKIUMKU aopTaJbHBIX CTEHT-
rpagToB (puc. 36).

Puc. 36. [lozumponnas smuccuonnas momoepagus. llapanpomesnwiii uHpexyuon-

HblU npoyecc y nayuenma nocje npoyeoypsbl «3AMOPOAHCEHHBIU XOOON CIOHAY
A — mopaxxeHue JIEBOW BepXHEeW J0JIM JIETKOTO MO JaHHBIM KOMIIBIOTEPHOU TOMOTpa-
¢buun, nHUIUPOBAHKE TAPAPOTE3HOTO MPOoCcTpaHCcTBa 1Mo faHHbIM [19T: B — akcuans-
HbIii cpe3, C — carurranbHbiid cpe3 (Morjan M, Ali K, Harringer W, EI-Essawi A. Late
prosthetic graft infection after frozen elephant trunk presenting by haemoptysis and
positive  18F-fluorodeoxyglucose-positron ~ emission  tomography/computed
tomography. Interact Cardiovasc Thorac Surg. 2014 Nov;19(5):872-4)
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Buympucocyoucmoe ynompaszeykoeoe uccieoosanue

BryTpucocynucroe ynbTpazByKOBOE MCCIEAOBAHUE MO3BOJISIET MOJIY-
YUTh UH(OPMAIIUIO O COCTOSIHUM aOpTalibHOW CTEHKHU B paauyce 360 rpa-
IyCOB I10 aKCUAJIbHOM OCHU B PEKUME PEATIBHOTO BPEMEHHM, UCTIOIb3YS MU-
HUATIOpHBIA BbIcOKO4YacTOTHBIA (10-30 MHZz) ynbTpasBykoBOMl AaTdmk

(puc. 37).

Puc. 37. Brympucocyoucmoe yibmpazgykogoe u3oopadcerue pacciloeHHou
aopmul Ha YPOBHe N1esoll No4eyHol apmepuu (creea, nokazano cmpeikoti). Onpenens-
CTCA KOMMYHHKAIWA MCXKAY HCTUHHBIM U JIOKHBIM KaHAJIOM (cnpaBa, ITOKa3aHO CTPCJI-
koi). FL, False lumen — noxwsrii kanair; TL, true lumen — uctunnsiii kanan (Goldstein
S.A., Evangelista A., Abbara S., Arai A., et al. Multimodality imaging of diseases of
the thoracic aorta in adults: from the american society of echocardiography and the
european association of cardiovascular imaging endorsed by the society of cardiovas-
cular computed tomography and society for cardiovascular magnetic resonance. J Am
Soc Echocardiogr. 2015;28:119-182)

HccnenoBanme npuMEHAETCS, B OCHOBHOM, 11 COIPOBOKACHUS IH]I0-
BACKYJIAPHOTO JieueHUs1 a0pThl. OJTHUM U3 TIIaBHBIX TPEUMYIIECTB TAHHOTO
METOJa CTOUT CUMUTATh 3HAYUTEIBLHOE COKPAILICHUE UCTIOJIb30BAHUS MOICO-
JepoKaIero KOHTpacTa Mpy dHA0BACKYJIPHBIX MPOIETypaxX, YTO 0COOCHHO
Ba)XHO JJIS MAIIMEHTOB C UCXOJHOM ITOYEYHOM HeJOCTATOUYHOCTHIO. B TO ke
BpEMS CYIIECTBYIOT OTPAHWUYCHHUS MCIIOJB30BAHUS METOAMKHU. B ciydasx
W3BUTOM A0PTHI C BBIPAXKECHHOM aHTYJIAUEH, & TAKKE [IPU 3HAYUTEIIBHO U~
JATUPOBAHHON a0pTe MOJIyUYCHHE aJCKBATHBIX H3MEPEHHN MOXKET OBITh
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TPYIHOBBITIOJTHUMO MO MPUYMHE CI0KHOW OLIEHTPOBKHU JATUHMKA B COCY/IE.
bonee Toro, B JaHHBIX YCIOBHUSX BO3PACTACT PUCK JHOTOJHUTEIBHON SITPO-
T€HHOM TPaBMbI a0PThl. BbICOKass CTOMMOCTh JaTYMKOB U MHBA3WBHbBIN Xa-
PaKTEP MPOUEAYPHI JIUMUTUPYET MCIOJB30BAHUE ATOTO METOAA JAUArHO-
CTMKH JJId OOJNBIIMHCTBA KIMHUYECKHX IIeJIel, OTJIHYHBIX OT
COIPOBOXKJICHHUSI YHIOBACKYJISIPHBIX MTPOLIEAYD.

Ha cerogusmHuii 1eHb HaATUYUE MMPOKOr0 BHIOOpPA MHCTPYMEHTAJIb-
HBIX MCCJIEOBAHUM MTO3BOJISICT ITOCTAaBUTh KOPPEKTHBIM JUArHO3 B KAXKJIOM
KOHKPETHOM CJIy4ae, UCTOJIb3Yys JJIs TOro HanboJiee ONTUMAJIBHBIN JHra-
THOCTHYECKUN MeTO. [IpoBeieHre afeKBaTHOM TMAarHOCTUKHA MAllMEHTOB C
PACCIOCHUEM a0pPThI MO3BOJISIET OMPENCIUTh WA CKOPPEKTUPOBATH TaK-
TUKY JICUCHUSI, CIIOCOOHYIO MOBJIMATH HAa MPOTHO3 U KaY€CTBO JKU3HM Mallv-
C€HTOB.

TECTOBBIE 3AJIAHUSA

Buvibepume ooun npasunvuwiii omeem.

1. B UHCTPYMEHTAJIbHOM JUATHOCTHUKE PACCJIOEHUS AOPTHI
BEJIVII[VIO POJIb UTPAET

1)pentrenorpadus

2)3xoKapauorpaduis

3)KoMIbIOTepHAST TOMOTpadus

4)MarHUTHO-PE30HAHCHAST TOMOTpadus

5)aoprorpadus

2. METOJI, TIO3BOJIAIOIIUN BU3VAJIU3UPOBATH @®YHKIIMIO
AOPTBI B PEXXUME PEAJIBHOI'O BPEMEHU - 3TO

1)pentrenorpadus

2)3xoKkapauorpadus

3)kKoMIbIOTepHAst ToMOTpadus

4)MarHATHO-PE30HAHCHAS TOMOTpadust

5)aoprorpadus

3.TIO3BOJISIET  BBISIBJIATH  HETEPMETHUYHOE  IIPUJIETAHUE
NMIIUIAHTHMPOBAHHLBIX B AOPTY CTEHT-I PA®TOB
1)pentrenorpadus
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2)3xoKkapauorpadus

3)KoMIIbIOTEpHAs TOMOTpadus
4)MarHATHO-PE30HAHCHAS TOMOTpadus
5)aoprorpadus

4. 11IOAXOAUT JJIsI MHOI'OKPATHOI'O MCIIOJIbB3BOBAHUA U
ABJLETCA METOJOM BBIBOPA JJIA JUHAMUWYECKOI'O KOHTPOJIA
ITAIIMEHTOB

1)pentrenorpadus

2)3xokapauorpadus

3)KoMIIbIOTEpHAs TOMOrpadus

4)MarHUTHO-PE30HAHCHAS TOMOTpadus

5)aoprorpadus

5. «CUMIITOM KJIFOBA» OITPEAEJIAETCS ITPU
1)pentrenorpaduu
2)axokapauorpaduu
3) KOMIIBIOTEPHOM TOMOTpadpuu
4)MarHATHO-PE30HAHCHOHN TOMOTpadhuu
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ITAJTOHBI OTBETOB HA TECTOBBIE 3A/TAHUSA

1. DnuaeMuoJIOrus M eCTeCTBEHHOE TeUeHne 3200/1eBaHus

Homep Howmep Homep Howmep Howmep Howmep
3a1aHUA OTBETA 3a1aHuA OTBETA 3aJaHusl OTBETA
1. 1 2. 1 3. 2

2. AHatomMo-Mop¢osioruyeckre 0COOEHHOCTH I'PYAHOM A0PThI

Homep Howmep Homep Howmep Howmep Howmep
3a1aHuA OTBETA 3a1aHuA OTBETA 3aJaHusl OTBETA

1. 5 2. 2 3. 3

. DTHOJIOTHS PACCI0CHHUS A0PTHI

Homep Howmep Homep Howmep Homep Howmep
3aaHus OTBETA 3aaHus OTBETA 3aaHus OTBETA

1. 2 2. 1 3. 2

4, 1 5. 3 6. 3

7. 3

4. IlaToreHe3 U NaTo(pu3M0J0rH4ecKHe acleKThl PACCJ0CHUsI A0PThI

Homep Homep Homep Howmep Homep Howmep
3a]aHuA OTBETa 3aJaHus OTBETa 3aJaHus OTBETA

1. 4 2. 1 3. 1

5. Kinaccndukanus paccjioenust aopThl

Homep Howmep Homep Howmep Homep Howmep
3aaHus OTBETA 3aaHus OTBETA 3aaHus OTBETA

1. 2 2. 2 3. 1

6. KiimHuKa pacciioeHusi a0pThl

Homep Howmep Homep Howmep Homep Howmep
3aaHus OTBETA 3aaHus OTBETA 3aaHus OTBETA

1. 1 2. 3 3. 2

/. JlabopaTopHasi TMArHOCTHKA

Homep Howmep Homep Howmep Homep Howmep
3a1aHuA OTBETa 3aJaHusl OTBETa 3aJaHusl OTBETA

1. 1 2. 2 3. 6

8. UHCTpyMeHTa/IbHAS IMATHOCTHKA

Homep Howmep Homep Howmep Homep Howmep
3aaHus OTBETA 3aaHus OTBETA 3aaHus OTBETA

1. 3 2. 2 3. 5

4, 4 5. 3

97




JIMTEPATYPA

1. The international registry of acute aortic dissection (IRAD): new in-
sights into an old disease / P.G. Hagan, C.A. Nienaber, E.M. Isselbacher [et
al.] // JAMA. —2000. — Vol. 283, No 7. — P. 897-903.

2. Knaut A.L. Aortic emergencies / A.L. Knaut, J.C. Cleveland // Emerg.
Med. Clin. N. Am. — 2003. — Vol. 21. — P. 817-845.

3. Nienaber C.A. Management of acute aortic syndromes / C.A. Nienaber,
J.T. Powell // Eur. Heart Journal. — 2012. — Vol. 33. — P. 26-35. —
doi:10.1093/eurheartj/ehr186.

4. Chau K.H. Natural history of thoracic aortic aneurysm: size matters,
plus moving beyond size / K.H. Chau, J.A. Elefteriades // Prog. Cardiovasc.
Dis. —2013. —Vol. 56, No 1. — P. 74-80. — doi: 10.1016/j.pcad.2013.05.007.
5. Cohn LH. Cardiac surgery in the adult / L.H. Cohn. — Third ed. — The
McGraw-Hill Companies, Inc., 2008. — P. 1704.

6. Tsai T.T. Acute aortic dissection: perspectives from the international
registry of acute aortic dissection (IRAD) / T.T. Tsai, S. Trimarchi, C.A.
Nienaber // Eur. J. Vasc. Endovasc. Surg. — 2009. — Vol. 37. — P. 149-159.
—doi:10.1016/j.ejvs.2008.11.032.

7. Thoracic aortic aneurysm and dissection: increasing prevalence and im-
proved outcomes reported in a nationwide population-based study of more
than 14 000 cases from 1987 to 2002 / C. Olsson, S. Thelin, E. Stahle [et
al.] // Circulation. — 2006. — Vol. 114. — P. 2611-2618. — doi: 10.1161/cir-
culationaha.106.630400.

8. IIpo3opoB C.A. CoBpeMeHHOE 3HAYE€HHUE PEHTIEHIHIOBACKYJISIPHBIX
METO/IOB IMarHOCTUKHU U JICYEHUsI OOJIbHBIX C OCTPOM MaTOJIOTUEH a0opThI /
C.A. IIpozopos, I'.E. benozepoB // Kypn. um. H.B. Cxaudocosckoro.
Heotnoxnas meagunuackas nomouis. — 2013. — Ne 1. — C. 46-49.

9. Noninvasive imaging approaches to evaluate the patient with known or
suspected aortic disease / C.A. Nienaber, S. Kische, V. Skriabina [et al.] //
Circ. Cardiovasc. Imaging. — 2009. — Vol. 2. — P. 499-506. — doi:
10.1161/circimaging.109.850206.

10. MynbsTucnivpaibHasi KOMIBIOTEpHAsT TOMOTpadusi B BBISABICHUU MPU-
3HAKOB HECTAOMJILHOCTH CTEHKM aHeBpu3Mbl aopThl / M.B. BuiHsakoBa

(mi.), P.H. JlappkoB, M.B. BuinsikoBa [u 1ip.] / AJbM. KIIUH. MEULIHBI.
—2015. — Ne 38. — C. 27-33. — do0i:10.18786/2072-0505-2015-38-27-33.

98



PEKOMEHAYEMAASA JIMTEPATYPA

OcHoBHas

1. 2010 ACCF/AHA/AATS/ACR/IASA/SCA/ISCAI/SIRISTS/SVM
Guidelines for the diagnosis and management of patients with thoracic aor-
tic disease: A report of the American College of Cardiology Founda-
tion/American Heart Association Task Force on practice guidelines, Amer-
ican Association for Thoracic Surgery, American College of Radiology,
American Stroke Association, Society of Cardiovascular Anesthesiologists,
Society for Cardiovascular Angiography and Interventions, Society of In-
terventional Radiology, Society of Thoracic Surgeons, and Society for Vas-
cular Medicine / L.F. Hiratzka, G.L. Bakris, J.A. Beckman [et al.] // Circu-
lation. — 2014. — Vol. 35 No 41. - P. 2873-2926. — doi:
10.1161/CIR.0b013e3181d4739%e.

2. Guidelines on the diagnosis and treatment of aortic diseases Document
covering acute and chronic aortic diseases of the thoracic and abdominal
aorta of the adult The Task Force for the Diagnosis and Treatment of Aortic.
Diseases of the European Society of Cardiology (ESC) / R. Erbel,
V. Aboyans, C. Boileau [et al.] // Eur. Heart Journal. — 2014. — Vol. 35. —
P. 2873-2926. — doi:10.1093/eurheartj/ehu281.

JonosHUTE ILHAS
1. Golledge J. Acute aortic dissection / J. Golledge, K.A.Eagle // Lancet.
—2008. — Vol. 372. — P. 55-66.
2. Su Y-J. Gender-specific in aortic dissection / Y-J. Su, C-Y. Liu,
Y-H. Yeh // Journal of Acute Disease. — 2014. — P. 10-13. — doi:
10.1016/52221-6189(14)60003-2.
3. Acute aortic syndromes and thoracic aortic aneurysm/ V.S. Ramanath,
J.K. Oh, T.M. Sundt [et al.] // Mayo Clin. Proc. — 2009. — VVol. 84, No 5. —
P. 465-481.
4. Biomarkers in aortic dissection / D. Wen, X.L. Zhou, J-J. Li [etal.] //
Clin. Chim. Acta. — 2011. — Vol. 412. — P. 688-695.
5. Thoracic aortic aneurysm and dissection / J.Z. Goldfinger,
J.L. Halperin, M.L. Marin [et al.] // J. Am. Coll. Cardiol. — 2014. — Vol. 64.
—P. 1725-17309.
6. CorveralJ.S. Acute aortic syndrome /J.S. Corvera // Ann. Cardiothorac.
Surg. —2016. —Vol. 5, No 3. — P. 188-193. —doi: 10.21037/acs.2016.04.05.

99



7. Molecular mechanisms of thoracic aortic dissection / D. Wu,
Y.H. Shen, L. Russell [et al.] // J. Surg, Res. — 2013. — Vol. 184. —
P. 907-924. — URL.: http://dx.doi.org/10.1016/j.jss.2013.06.007.

8. Hallinan JTPD. Multi-detector computed tomography in the diagnosis
and management of acute aortic syndromes / JTPD. Hallinan, G. Anil //
World J. Radiol. — 2014. — Vol. 6, No 6. — P. 355-365. —
doi: 10.4329/wjr.v6.i6.355.

9. The role of imaging in aortic dissection and related syndromes /
R.R. Baliga, C.A. Nienaber, E. Bossone [et al.] // J. Am. Coll. Cardiol. Img.
— 2014. — Vol. 7. — P. 406-424. — URL:
http://dx.doi.org/10.1016/j.jcmg.2013.10.015.

10. Multimodality imaging of diseases of the thoracic aorta in adults: from
the American society of echocardiography and the European association of
cardiovascular imaging endorsed by the society of cardiovascular computed
tomography and society for cardiovascular magnetic resonance /
S.A. Goldstein, A. Evangelista, S. Abbara [et al.] // J. Am. Soc.
Echocardiogr. - 2015. - Vol.28. - P.119-182. - URL:
http://dx.doi.org/10.1016/j.ech0.2014.11.015.

100



YyebHoe nsgaHue

bopuc Huxkosaesuu Ko3sios,
HAvutpuit Cepreesuu Ilandguios

PACCJIOEHUE AOPTHI:
SMUJAEMUOJIOTAS, STUONMATOTEHE3,
JTMATHOCTHUKA

Y4yeOHOE TOCOOME

Penakrop A.}O. KonomuiinieB
Texuuueckuii penaktop O.B. Komomuiiniera
Oo6noxka C.b. 'onuapon

U3narensctso Cuol’ MY
634050, r. Tomck, nip. Jlenuna, 107
Ten. 8(382-2) 51-41-53
E-mail: otd.redaktor@ssmu.ru

IToamucano B meyats 09.09.2021 r.
dopmar 60x84 /1. Bymara ocernas.
[Teuats mudposas. apautypa « Timesy. [eu. nmuct 6,3. ABT. nuct. 3,7.
Tupax 100 sk3. 3aka3 Ne 18

Otneyarano B U3garensctBe Cuol MY
634050, Tomck, yi1. MOCKOBCKH TPakT, 2
E-mail: lab.poligrafii@ssmu.ru

101


mailto:otd.redaktor@ssmu.ru

