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BOJIESHU AOPTDBI: B3TJIAA TEPAIIEBTA
HA AHEBPU3MY U PACCJIOEHUE AOPTDI,
AOPTUTDBI, KOAPKTAIIUIO AOPTbI

YO «Benopyccxuii zocyoapcmeennviii MEOUYUHCKUU UHCMUMYM >

B cmamve paccmompenut caedyroujue 3a601e6anus: anespusmMd u paccioenue aopmol, aopmu-
mol, Koapxmayus aopmol. Onucanvl anamomuieckue 0COOEHHOCMU AOPMbL, OCBAULEHBL BONPOCHL
INUeMUONI02UU, NPUBLOCHbl NPUUUNDL PA3BUMUS, KAUHULECKUE NPOSGIeHUs. OOLe3Hel aopmul.
Bonvwoe snumanue yoeneno 6onpocam 0uazHocmuru u ievenus 6onesmneii aopmot. Jleuenue 60-
Je3nell aopmol npedcmasgisiem cobou CA0KHYIO 3adauy, pewenue KOmopol 4acmo Haxo0umcs
Ha cmovlke Mepanesmuueckux u xupypauieckux unmepecos. Ipakmuueckomy mepanesmy neoo-
X00UMO NOMHUMD HE MOLLKO 0 MEOUKAMEHMOIHOM LeUeHUl, HO U O 603MOKHOCMAX IKCMPEHHOU
U NIAHOBOU XUPYPZULECKOU NOMOUU NPU OOLEIUIX AOPMYL.

Katoueesvie croea: 6oae3nn, aopma, anespusmda, paccioenue, dopmum, KoapKmayus.

A. V. Polianskaya

AORTA DISEASES: THERAPIST VIEW
ON THE AORTA ANEURYSM AND DISSECTION,
AORTITIS, AORTA COARCTATION

The following diseases are overviewed in the article: aorta aneurysm and dissection, aortitis,
aorta coarctation. The anatomic features of aorta and epidemiological issues, the reasons of this
disease and clinic symptoms were described. The big accent was made on issues of aorta diagnostics
and treatment. Aorta treatment represents a difficult task, the solution of which fringes therapeutic
and surgical interests. Practicing physician should remember not only medical treatment, but also
opportunities of urgent and planned surgical help in case of aorta diseases.

Key words: disease, aorta, aneurysm, dissection, aortitis, coarctation.
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AopTa (rpey. aorte) — rnaBHbIV cocya apTepualib-
HoM cucTeMbl. BonesHu aopTbl (A0) — 4OBOSIBHO
peaKkasi NaTofiorus, ogHaKko B rnocnegHue rofbl oTMe-
4yaeTcs 3aMETHbIM POCT U yBENUYEHUWE BbIIBISEMOCTH
3TUX 3ab60NeBaHNM U UX OC/IOXKHEeHUM [3—5]. CBoeBpe-
MEHHas AnarHocTuka 6onesHen Ao ocTaeTcs ganeKko
HepelleHHoM NpobieMon. AHaToMo-Tornorpadpuyeckme
0cob6eHHOCTUM Ao M ee BETBEW CMOCOOCTBYIOT 4Ypes-
MEPHOM OCTOPOXKHOCTK B Bbl6Ope Ne4ebHON TaKTUKKU
npu ee 3aboneBaHUsAX, 0CO6EHHO xMpyprudyeckom [3].
CtaTtbs NoCBsLLEHa HEKOTOPbLIM acnekTaM AMarHocTu-
KM WM NevyeHuss aHeBpU3Mbl U paccnoeHus Ao, aopTu-
TOB, KOapKTaumu Ao.

AHaTOMM4YECKM A0 MMEET YacTu (rpyaHas n 6pioL-
Hasa Ao), oTaenbl (Bocxoasiwas Ao, yra u Hucxoaswas
A0; K HUCXOASALLEN NPUYUCASIOT U BPIOLLHYIO YacTb Ao),
BETBM (OT BbIMYKION MOBEPXHOCTU Ayrn Ao OTXOAAT
nie4yeBoOw CTBOJ, NleBas obLasa CoHHasa apTepus u ne-
Bas MOAKMOYMYHANA apTepws; OT FPyaAHON YacTh Ao nayT
6pOHXManbHble, NULLEBOAHbIE, CPEAOCTEHHbIE U MEXK-
pebepHbie BETBMU).

AHeBpM3MOWM (OT NaT. aneuryno — pacmpsiio) Ao (AA)
Ha3blBaeTCA MOCTOSAHHOE JIOKasibHOEe MELWKOBWUAHOE
unn anododysHoe pacwunpeHne Ao C yBelM4eEHUEM ee
IvameTpa He MeHee, 4eM B 1,5 pasa [3].

Mpn ecTeCTBEHHOM TEYEHUMU U OTCYTCTBUU XMPYP-
rMYECKOro nevyeHus aHeBpU3Mbl rpyaHoro otaena Ao
(ATA) yacTto 9BNAOTCA MPUYUHOWM CMEPTU NaLueHTa
N3-3a paccnoeHus unu paspbisa Ao [8]. lNpu ATA aTe-
POCKIEPOTUHECKOTO reHe3a NPOAOIIKUTENBHOCTb XNU3-
HKM 90% nauneHToOB COCTaBASET, B cpeaHem, 2,4 roaa;
a 5-neTHAs BbIKMBaeMoCTb — 0Kono 20-25%. Puck
pa3pbiBa Al'A BbiICOK — 46—47%.

3abonesaemocTtb Al'A coctasnsieT 610 Ha 100 Tbi-
CSl4 B rOf], @ COOTHOLLEHNE MYXYMH W KEHLWMH 2:1-4:1.
ATA BcTpeyatoTcs B 0,7% ayTorncun.

dtnonorua ArA. Camon 4acton npuynHonm AlrA
ABNSETCS aTepOCKIepos, 6onee peaKnmu — TpaBMbl,
HacnefCTBEHHblEe HapyLWeHWUs COEANHUTENbHOM TKaHM
(HHCT): cuHgpom MapdaHa (CM), cuHapom dnepca-
[aHno; cuctemHble BacKynuTbl, MHGeKuus (ctadpunno-
KOKK, CTPENTOKOKK, BUPYC MMMYyHOLebu1LMTa YeoBeKa
(BMNY), cudunumc, canbMmoHenna, Hemcepus), nocrcre-
HOTMYeCKasa aguMnatauus (ABYCTBOpYaTbIM aopTasibHbIM
KnanaH, KoapKTauus Ao).

KnuHuka AlA: oTmevaetcsi 60/1b 3a TPyAUMHOW,
B LUee, OAblllKa, CyXON Kallenb, apTepuanbHas runep-
TeH3us (AlN), HabnoagaeTcs cuMnNToMaThKa, 00YCNOBEH-
Has cAaB/vBaHWeM BO3BPaTHOro, 61y aatoLLero Hepea
M CMMMATUYECKOro y3na (Cyxow Kalesb, OXPUNI0oCTb
ronoca, cumntom fopTHepa); BO3HWKAIOT Napanapesbl,
napanjeKkcusl, CUMNTOMbl HEJOCTAaTOYHOCTU KianaHa
Ao [5]. OgHako y 50% nauneHToB ¢ AlA cumnTomaTuKa
MOXeT OTcyTcTBOBaTb, M AlA BbIIBASIETCS CaydYalHO
Ha peHTreHorpamme opraHoB rpyaHon knetku (OIK)
WK OPYroM BM3yann3npylolem ncecneaosanum [3, 15].

Cneunduryeckme cMMNTOMbI: 4719 aHEBPU3MbI BOC-
xoasuwen Ao XxapaKTEpPHO paclUMpeHUEe rpaHuL, Cocy-
[AMCTOro nyyKka, CUMMNTOMbI CAaBNEHUSA BEPXHEW MONON

BEHbl, XPOHMYECKON KOPOHAPHOM HEeZOCTaTO4YHOCTH;
npv aHeBpuame ayru Ao HabnoaaeTcs caaBieHue Tpa-
XeW, 1eBOro rnaBHOro 6poHxa, NueBoaa, BeTBeN ay-
rm Ao, aTeneKktas M abCLecc NEerkoro, NHEBMOHMS,
cumnTtom OnuBepa — Kapgapennu (npy NoTarMuBaHuu
WMTOBUAHOTO Xpsillia BBEPX U KNepean onpenensercs
CMeLLeHne ropTaHu Npu KaxkLon cUcTosie n3-3a nepe-
Jayu nynbcauuu Ha OGPOHX, TPaxel W ropTaHb); Npwu
aHeBpU3Me HUCxoasLero otaena Ao oTMedaeTcs auc-
darus, oTeK BepxHen NonoBMHbI TeNna, KOMNPeccus no-
3BOHKOB (KMdO03, y3ypauus), caaBlieHne Mexpebep-
HblX HEPBOB W1 COCYAOB.

Mpun dn3nKkanbHOM 06CneaoBaHUM OTMEYaEeTCs CH-
CTONIMYECKUM LWYM Haj aHEBPU3MATUHECKUM pacLumpe-
HUEeM, AMacTOSIMYECKUI WYM B To4Ke BoTkuHa 1 |l mex-
pebepbe cnpasa; NEPKYTOPHO — pPacLUMPEHNE COCy-
[AMCTOro nyyYyka BNpaBo Wav BNeBO.

Ha peHTreHorpamme OlK BbisiBAst0TCA pacwmpe-
HWe TEHW CPefOCTEeHNUS, aHOMaINK TeHN Ao, CMelLeHne
Tpaxeu n 6poHxoB. MeTogom Bbi6opa B AMArHOCTH-
Ke AlA gBngetcsa MynbTUCIMpanbHas KOMMbIOTEpHas
aHruorpadus, NpMMeEHSETCS TaKkxe YpecnuiLeBoaHas
axoKapauorpadums (IAxo-Kr) ansg oueHKn KopHsa Ao, Boc-
xofswen Ao, KnanaHoB cepLa; MarHMTHO-pe30HaHCcHas
Tomorpadus (MPT) (B OCHOBHOM, 45151 MOBTOPHbIX UCCe-
[oBaHui), aoptorpadus [15].

JleyeHune ATA 06bI4MHO XMPYpPru4yecKoe (McceveHune
aHeBpU3Mbl U BOCCTaHOBJ/IEHWE HEMNPEPBLIBHOIO KPOBO-
TOKa C MOMOLLbIO COCYAUCTOrO WBa Uan NaacTuku Ao).
BO3MOXHOCTb 3HAOBACKYASAPHOro BMellaTeNbcTBa
C YCTAHOBKOM CTEHTa crieflyeT paccmaTpuBaTh Npu aHeB-
puamMax Hucxogsawero otgena Ao ¢ MaKCUMasbHbIM
anametpoM > 5,5 cm [15]. Xupypruyeckoe nedyeHue
noKasaHo Mpu MaKCUMasibHbIX AUaMeTpax aHeBPU3M
Bocxoasiien Ao v gyru Ao — > 5,5 cm, HUcxoasLen Ao —
> 6,0 c™m [15]. [oKkasaHWeM AN1s XMPYPruyecKoro ieyve-
HUS aHEeBPU3Mbl BOCXoAsALWeN A0 MeHbLLIEro AMameTpa
(> 5,0 cm) aBnseTca ObICTPbIM TeMN paclwmpeHns Ao
(> 0,3 cM B rog), ceMenHbl aHamMHeE3 pPacc/ioeHus
aoptbl (PA), Hannuue Al, ABYCTBOpYATOro KnanaHa
n cumntomaTtukm ArA [3]. Y nauneHToB ¢ CM peKomeH-
JyeTcst BOCCTaHOB/IeHWe Ao Npu AnaMeTpe aHeEBPU3MbI
Bocxoasiwen aopTtbl > 5,0 cM 1 elé paHblie (> 4,5 cMm)
y nauneHToB ¢ CM npu GbICTPLIX TEMMAax pacluMpeHus
Ao, BblpaXeHHOM MUTpanbHOW WK aopTanbHOM peryp-
rMtauumM, cCeEMeMHOM aHamHeze PA, WM y MKEHLUMH,
niaHUpyoLWmnx 6epemMeHHoCTb [6], NpU4YemM OTKPbITOE
XMpypruyeckoe BMelaTeNbCTBO MpeanoyTuTensHee
3HOOBACKYNAPHOIro U3-3a OTCYTCTBUSA JOKa3aTeNbCTB
3G dEKTUBHOCTN MOCNELHEr0 B NE€YEHUU NauMeHTOB
¢ ATA Ha doHe CM [15]. CpoyHas onepaums BbINONHAET-
Cs Mpy cMMNTOMax yrpo3bl pa3pbiBa Ao, HayaBLIeEMCS
pa3pbiBe, HapacTaHWW cepaeyHor HeJoCTaTO4YHOCTH,
caaBrieHnn AA oKpyxatoumx TKaHen [4]. B ocTanbHbIX
cny4dasax AlA Ha6nogatoT. KoHcepBaTtMBHOE NneveHne
ATA [0/MKHO 06€ecnevYnTb CHUMXKEHWe apTepuanbHOro
naBnenuns (Al), 0TKas OT KYPEHUS, KOHTPOIb GaKTopoB
pucka (PP). N3 meamMKaMeHTO3HbIX NpenapaTtoB rnpu ArA
ucnonb3yto P-agpeHobnokartopbl (BAB), UHIMOGUTOPBI
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aHrMoTeH3uHNpeBpalatollero depmenta (MAMND), npu
Han4yMM aTepocKaeposa — cTaTuHbl. MauneHtam ¢ ArA
Ha doHe CM Ha3HayvatloT 6/10KaTop PeLenTopoB aHrMo-
TeH3uHa Il (BPA II) nosapTaH. BoisiBneHa cnoco6HOCTb
fno3apTaHa 6710KMpoBaTh BblpabOTKY KoflareHa y na-
umeHtoB ¢ CM. Tepanusa BAB npu CM cHwWXaeT puUCK
PA n netanbHoro ucxoga [15]. JleyeHue nolapTaHoOM
B coyeTaHun ¢ BAB 3HauMTeNbHO yMEHbLWAEeT CKOPOCTb
paclumpenuns Ao y nauneHtoB ¢ CM npu gonroBpeMeH-
HOM NMpUMeHeHUK (B TedeHune 3 neT) [19].

AHeBpu3Mmbl 6ptowHoro otaena Ao (ABA) BcTtpe-
yatotes y 3% nogen ctapwe 50 net [4]. Hanbonblas
pacnpocTtpaHeHHocTb ABA anameTtpom > 3,0 cm 6bina
BbISiBNIEHa Y 6enbIX KypsLLMX MYX4MH B Bo3pacTte 50—
79 net — 5,9% (MccnefoBaHMe B aMepPUKaAHCKMUX roc-
nuTanax BetepaHoB, 73451 yenosek) [22]. My»X4MHbI
6onetoT B 5-10 pas yaue xeHuwuH [3]. NMpeobnagatoT
70-80-neTHne naymeHThI.

3Ttnonorua ABA. ABA nmeeT NoMPaKTOPHYIO 3TUO-
JI0rnto, HO HECOMHEHHO pa3BuTUio ABA cnoco6cTByeT
aTepocknepos (B 80-90% cnyyaeB) n BO3pacT (cTaplie
55 nety Myx4uH 1 ctapie 70 neT y )eHuwuH). BHocaT
CBOW BKJIaj TaKXKe reHeTUYecKre, reMogmHamu4eckue
(AlN), MHOEKLMOHHbIE, UMMYHHbIE daKTopbl [3] 1 0co-
6eHHO KypeHue [23]. ABA BcTpeyaloTcs HaMHOrO Yalle,
yem Al'A [3, 5].

KnuHuKa n gnarHoctuka ABA. B 60nblLMHCTBE Chly-
YaeB CMMMNTOMaTuMKa OTCyTCTBYET, U ABA BbifiBnseTcs
CNy4yarHO — MpuW nanbnauuun XMBOTa B BUAE NyNbCH-
pytoLLero o6pa3oBaH1s YyTb NeBeE CPEAUHHON NIMHNUN.
bonu, nokann3oBaHHblE B LEHTPE XWBOTa, B NOA-
B3[OLHON 061acTV AOMKHbI HACTOPOXKUTbL B OTHOLLE-
HUM pa3pbiBa aHeBpU3Mbl. Pa3pbiB ABA — rposHoe
OCNoX¥HeHne, Ho 6onee, 4eM y 50% naLMeHTOB OH
ABNSAETCS NepBon MaHudecTauuen 3abonesanus [20].
PaspblB MPUBOAUT K UCTEYEHUIO KPOBM B OPIOLLHYIO
NnosiocTb, 06bIMHO daTanbHOMY, 6O Yalle B peTpone-
pUTOHeanbHOE NPOCTPAHCTBO, UM B COCEAHUE opra-
Hbl. ADA MOXET OCNOXHATLCA TaKXe Tpomb6o3amu,
TPOM603IMOBONUAMMU AUCTANIbHOTO COCYAUCTOro pycna,
HUXHUX KOHEYHOCTEN U MHDULMpPOBaHWeM. B o6cneno-
BaHWKU NauneHToB ¢ ABA MCNONb3YIOT YbTPa3BYKOBOE
nccnegosanue (Y3UM), KT n MPT Ao # He PYTUHHO —
aopTtorpaduto. HyBCTBUTENbHOCTb 0630PHON pPEHTre-
Horpadum opraHoB 6ptowHon nonoctu (OBIM) B gnar-
HocTuKe ABA Hu3Kaa — 15% [7].

Nleyenne ABA. CornacHo pekomMeHaauunsam EBpo-
nenckoro obuwectea Kapanonoros 2014 r. [15] npoBe-
[leHWe OTKPbITOro XMPYPryyecKoro BMelaTte/bCcTBa
nokasaHo npu guameTpe ABA > 5,5 cM (Y XEHLNH —
> 5,0 c™m), Hannunn cumntomoB ABA He3aBMCUMO OT
ee AvameTpa unu ysenunyeHun anametpa ABA 6ornee,
yeM Ha 1,0 c™m B rog [15]. AnbTepHaTUBOM OTKPbITOMY
XUpYypruyeckomy nedeHuto B cBsaA3n ¢ ABA aBnsetcs
Ype3KOXKHas UMMNaHTauMsa pacwupsemMoro 3HaoBa-
CKY/NSIPHOrO CTeHTa, HO ToNbKo 60% nauuneHToB ¢ ABA
aHaTOMMYeCKM NOAXOAAT AN SHAOBACKYNAPHOro BOC-
cTtaHoBieHus [15]. Mpwu pa3pbiBe ABA, KDOBOTEYEHUH
WIN UX Yrpo3e HeOBXOAMMO 3KCTPEHHOE XMpypruye-

O6Men onbiToM [l

CKOe BMellaTenbcTBo. [Npu 6eccumntoMmHon ABA ana-
MeTPOM 0 5,5 cM pekomMeHayeTcs perynsapHoe obcne-
JoBaHWe C MoOMOLLbIO MeTo4oB BU3yanusauuun Ao [15].

KoHcepBaTnBHOE nevyeHune ABA npexae BCero Ha-
npaBneHo Ha KoppeKumto PP, ocobeHHo Al, oTKa3s OT Ky-
PEHUsI, KOHTPO/b IMNUAOB Mna3Mbl KpoBU. HagHadvaloT-
cs BAB, MAMN® nnun APA Il, aHTMarperanTbl, CTaTUHbI [7].

PA — 370 BHe3anHoe o6pa3oBaHue aedeKTa BHYT-
peHHeN 060/104KM CTEHKM A0 BCNEACTBME Pa3/IMYHbIX
NPUYUH C MNOCNEAYIOWNM MPOHMKHOBEHMEM MOTOKAa
KPOBW B [lereHepaTMBHO U3MEHEHHbIN CPeaHuU Cou,
06pa3oBaHMEM BHYTPUCTEHOYHOW remaTtoMbl U MpPO-
[ONbHBIM pacCNoeHneM CTEHOK A0 B AUCTa/IbHOM WK
NPOKCMMaNIbHOM HarnpaBneHusX.

PA BcTpeyaeTtcs B 6 cnyyasax Ha 100 Tbica4y Hace-
nenus B rog [21]. CmepTHOCTb 0T AA/PA B Mupe BO3-
pocna B nepuog mexay 1990 r. u 2010 r. ¢ 2,49 Ha
100 TbicaAY Hacenenus o 2,78 Ha 100 Tbic. Hacene-
HUA [14]. Myx4uHbl cTpagatoT PA B 2—-3 pasa vaule,
YeM eHlnHbl. PA 06bl4HO pa3BUBaeTCHd Ha 6-7 ae-
CATUNETUMN HUSHW.

PA — camas yacTtas npuynHa CMepTH cpeam OCTPbIX
3a6oneBaHun Ao. lNpu OTCYTCTBUU NEYEHUS PaHHSAS
netanbHocTb Npu PA cocTtaBnsieT 1% B Yac B nepBbii
[eHb 1 6onee 75% — B Te4yeHWe OBYX Hefenb [4].

Atnonorus PA. Pazsutuio PA cnoco6CeTBYIOT Nt06ble
3a60/1eBaHNSA U COCTOSAHUSA CBA3aHHbIE C UBMEHEHWEM
meauu: HHCT (CM v gpyrue), BpOXKAeHHble aopTalb-
Hble NOPOKKM cepfLa (0AHO- M ABYCTBOpYATbIM KnanaH
Ao), koapkTauua Ao, atepocknepos Ao, Il TpumecTtp
6epemMeHHOCT U poAabl, TpaBMa rpyaHOM KNeTKu, Al
CUCTEMHbIE BACKY/MUTbl, XMMUYECKUE U TOKCUYECKME
BO34eNCTBUS (BHYTPMBEHHOE ynoTpebaeHne KoKarHa
M aMbeTammHa, KypeHue), ATPOreHHble NOBPEXAEHUSA
Ao npu aHrnorpaduu, 6anoHHON gunaTauuu u gpyrue.

Yaule Bcero conyTcTBytoT PA N3 Bcex nepeyvmcneH-
HbIX PP Al, oco6eHHO HEKOHTponupyemas (B 75% cny-
YyaeB), 1 Noxunon Bo3pact [3, 15].

Knaccudpukauma PA. CornacHo CTteHdOpACKOM
Knaccudukaumm pasnunydatot PA 2 Tunos: npu tune A
paccroeHne pacnpocTpaHaeTcs Ha Bocxoasuwylo Ao
(npokcumanbHoe PA), a npu Tune B paccioeHune He pac-
NpoCcTpaHseTcs Ha Bocxoaauwyo Ao (auctanbHoe PA).
CteHdbopacKas KnaccubuKkauusa onpenenser TakKTUKyY
nieyeHuns naumeHta c PA [8].

Knaccuonkauma PA no [debenkun: tun | PA —
HaApblB MHTUMbI B BOCXoAsLien Ao, pacnpocTpaHseT-

ca K gyre; Tvn Il — PA orpaHunyeHo Bocxoasuien Ao,
™n lll — paccnoeHne 3axBaTbiBaeT TONLKO HUCXOANA-
wyto Ao [4, B].

Mo TeveHuto PA 6biBatoT ocTpble (4o 14 gHen), noa-
ocTpble (15-90 aHewn) n xpoHudeckue (6onee 90 gHeN)
[15]. Bonee 2/3 cnyyaeB PA OTHOCATCS K OCTPbIM CO-
CTOSIHUSAM.

KnuHuyeckne nposasneHus PA MHOMOYMUCNEHHDbI:
601 B TPyaHOW KNEeTKe, MeXsionaTo4HoW 06/acTy,
MHOr4a OTAalolWmMe B Wek, BEPXHUE OTAesbl KUBOTAa,
pasaupalollme, KUHXKallbHble; 601€BON WOK, NOBbILe-
Hue A/l, CMHKOMNaNbHOE COCTOSIHWE, CUHAPOMbI ULIEMUU
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BEPXHUX WJIK HUMKHUX KOHEYHOCTEN, MOYEK, OPraHoB
nuweBapeHns, napannerus.

O6bEKTUBHO BbISIBAAIOTCA OcnabneHne, acuMmmeT-
pus Nynbcauuin NOpaXKeHHbIX apTepuii 1 LWYM Ha4 HUMU
(B 20-50% cny4aeB), o4yaroBble HeBpPOJIOrMYECKUE
cuHapombl (B 40% cnyvaeB), B 50% cny4yaeB — npu-
3HaKWM aopTasbHOW HeAOoCTaTOYHOCTW (AnacTonuye-
CKUK WyM Hag Ao 1 CHWXeHue anactonuyeckoro A/l),
y 50% nauneHTOoB — accumeTpusa ALl Ha BeEPXHUX
N HUKHUX KOHEYHOCTSIX, B psae cnyyaeB He onpeje-
NAeTcd Ny/bC Ha BEPXHUX KOHEYHOCTSX.

Mpu nepKyccun HabnwogaeTcs paclmpeHue rpa-
HUL, cpeaocTeHns. MoryT BbISIBASATbCA CUMNTOMbI KOM-
npeccun opraHoB CPefOoCTEeHUS; napanuy JIeBOW Mono-
BWHbI FOPTaHK, KPOBOXapKaHbe, CUMMTOMbI KOMMPECCHUU
BEpPXHEeMN Monomn BeHbl, CTPUAOPO3HOE AbIXaHUe, CUHA-
pom lopHepa (caaBneHue BEPXHEro WernHoro cumna-
TUYECKOTO raHrius).

AwnarHocTtuKka PA. MNpu nogo3peHnn Ha PA BaxHO
6bICTPO M TOYHO BepuduLUMpOoBaTb AMarHo3. Jlabopa-
TOPHbIE UCCNEN0BaHUSA KpanHe BaXKHbl Ang anddepeH-
LManbHOW AMArHOCTUKWU WU BbISBNEHUSA OCIIOXHEHWW.
Heo6xoanMmo BbINOAHUTL CeaytoLlme TeCTbl: 06LWUIN aHa-
JIN3 KPOBW (MCKJIIOYUTb @aHEMMUIO MPWU KPOBOTEYEHUM,
NeVKOLMTO3 Npu BocnaneHnn), C-peakTUBHbIN NPOTENH
B M1a3Me KPOBU (YTOYHUTb Hanyne BoCnanuTenbHo-
ro npouecca), NPoKanbLUMTOHUH (Ans anddepeHumans-
HOM [MarHOCTUKU MeXJy CUCTEMHbIM BOCManuTesb-
HbIM OTBETOM W CENCUCOM), TPOMOHUHbLI (UCKITIOYUTL
MHdapKT MMoKapaa), D-agumep (3TOT NoKasaTeNb pes-
KO noBblllaeTcs B nepBbii Yac PA); naktat (yTOYHUTb
Haln4me uwemMmum KMWeYyHKa u paccTporcTs Metabo-
JIN3Ma), KPEaTUHUH (OLLEHUTb COCTOSIHUE MOYEK), Neye-
HOYHble PEPMEHTbI (YTOYHUTb HanuM4yne UIWEMUN WU
3a60s1eBaHNA NeyveHw), rMioKo3a nias3mMbl KPOBM (YTOY-
HUTb Hanuyune caxapHoro gnabeTa), ra3oBbl COCTaB
KpoBM (AN OLUEHKM MEeTabO/IMYECKUX PacCTPOUCTB
n okcureHaumu) [15]. Mpu PA npoBOAUTCHA aNeKTpo-
Kapaunorpadusa (AKIN) ana McKaYeHnus nHdapkta MMUo-
Kapaa (MM), peHtreHorpadus OI'K (y 80-89% nauuen-
TOB npwu PA BbIIBNSETCH paclUMpeEHUEe TEHU cpeaocTe-
Hus), Y3 OBI, 3xo-Kr, KT u MPT Ao, npn Heobxo-
AUMOCTK — aopTorpadus.

[OnarHo3 PA gBnseTcs goctoBepHbiM B 83% chy-
YyaeB, ecnv 06HapyXMBaKOTCA creaylolme NpU3HaKu:
aopTasnbHasa 60/b, paclnpeHne TeHU CPeLOCTEHUS NO
[JaHHbIM peHTreHorpadum OrK, ncyeaHoBeHue Nynb-
cauuu Ha OHOW Ny4YEeBOW apTeEpPUU WU yBeENUYEHUe
6onee, 4em Ha 20 MM pT. CT. pa3HocTn ypoBHa CA/
Ha pa3HbIX pyKax [9].

Jleyenune npu PA HanpaBneHo Ha OCTaHOBKY NpPo-
rpeccuMpoBaHus paccnavBatolen rematombl. Camon
4acToW MPUYMHOM CMEPTU MPU NMPOKCUMANLHOM TUMe
PA aBngetca TamnoHafa cepaua, a npu AMCTajlbHOM
TUMNe — KpPoBOTEYEeHUEe B MJeBpPasbHYyl0 MNONOCTb WU
novyeyHas He[OCTaTOYHOCTb.

Mpn nogo3peHun Ha PA nauneHTa aKCTPEHHO roc-
NUTaNU3npyIOT B OTAENEHUE WHTEHCUBHOW Tepanuu
W peaHMMaLnn, He06X0ANMMO KynmMpoBaTb 60/b (MapeH-

TepanbHO BBOAUTCH MOPPUH), CHU3UTb CUCTONIMHECKOE
A/l v YacToTy cepAeyHblX COKPaLLEHUIM (Ha3HavaloTCs
BAB napeHTepanbHO Y BHYTPb, @aHTAroHUCTbl KaibLns
BepanamMui Uav QunTuasem npv HaJamyinn NnpoTMBOMno-
KasaHui K bAB), BBECTU BHYTPUBEHHO Ba3oaunaTaTo-
pbl npu Al (HUTponpyccua HaTpus). MNMpu HU3KOM A/l
0YeHb ObICTPO BHYTPMBEHHO BBOAAT Mia3dMo3aMeHU-
TeNu, NpU coxpaHeHnn HU3Koro Al nokasaHa UHY-
3usl HopaapeHanuHa.

Bo Bcex cnydasx nauumeHTbl ¢ PA OOMKHbI ObiTb
NMPOKOHCYNIbTUPOBaHbI COCYANCTbIM XMpyprom!

XupypruyecKkoe nieyeHune aBnseTcs ie4eHneM Bbl-
60pa npu OCTPOM MpOKcUManbHoM PA, Tak KaK OHO
4yacTo NPUBOAMUT K cmepTenbHoMy ucxoay (B 50% cny-
YyaeB B TeyeHue 48 4yacoB), a TaKXKe ecnu guctanbHoe
PA ocnoxHsieTcs NporpeccupoBaHMEM C HapyLleHUEM
GYHKLMKN X KMBHEHHO BaXKHbIX OPraHoB, pa3pbiBOM UK
yrpo3oi paspbiBa AA, peTporpagHbiM pacnpocTpaHe-
HMEeM Ha Bocxoasuyto Ao [3, 15]. Xupypruyeckoe Bme-
lwaTtenbcTBO Npu PA nokasaHo BceM nauuneHtam ¢ CM
[3]. Mpwn PA npoBoanTCS OTKPbITas PEKOHCTPYKLMS Ao,
3H/[I0BACKY/SIPHOE NpoTe3npoBaHne. Bo3pacT nauneH-
Ta He JO/MKEH paccmaTpuBaTbCa KaK KpUTEPUM UCKITO-
YyeHusa onga xmpyprudeckoro neyeHus [15]. KoHcepBa-
TMBHas Tepanusa (KoppeKuuss moanduumnpyemblix PP,
npexne BCEro afjekBaTHbIM KOHTpoNb All) sBnsetcs
Tepanuen Bbi6opa Npu HEOCNOXHEHHOM AUCTaNlbHOM
PA, cTabnnbHOM M30/IMPOBAHHOM paccioeHun ayru Ao,
CTabunbHOM XpoHuyeckom PA [3].

AopTUTbI.

AopToapTtepunt Takadacy (AT) — nporpeccupytouiee
rpaHylemMaTo3Hoe BocnajeHne A0 M ee OCHOBHbIX
BETBEW C Pa3BUTUEM UX OKKJIIO3MW, OTCYTCTBMEM MNY/Sib-
ca Ha OJHOM W/ 0BEUX pyKaX.

bonelT NpenMylecTBEHHO MOJOAbIE KEHLLMHbI
(80%) B BO3pacTe okono 30 net. 3aboneBaeMocTb CO-
cTtaBnseT 2,6 cinyvyaeB Ha 1 MaH HaceneHus [18]. Mpu-
poaa AT He ycTaHoBfneHa. OTHOCUTCS K CUCTEMHbIM
BaCKynuTam.

KnuHuyeckas KapTvHa: obliMe CUMNTOMbI — cna-
60CTb, NoxyaaHWe, NOBblWEHWE TemnepaTypbl Tena;
nopaxkeHume apTepui, KPOBOCHAOGKaloLWMX BEPXHME
KOHEYHOCTU (CMHAPOM «[MEPEMENKAIOLLENCSH XPOMOThI»,
OTCYTCTBME NyNbCa Ha Jly4eBOM, ME€YEBOWN, MOAKMIO-
YMYHOM apTepmsix OAHON UKn 06eUX PyK, BblipaxKeHHas
pa3Huua A/l Ha 601bHOM U 340POBbLIX PYKax, 3Ha4u-
TeNbHO 60nee BbiICOKMM A/l Ha Horax, YeM Ha pyKax
(6onee 10 MM pT. CT.); NOpaxKeHne HEPBHON CUCTEMBI
(06MOpPOKHM, MolaTtbiBaHWe npu xoabbe); CHUXKeHWe
OCTPOThI 3PEHUS, C/IenoTa, He0CTAaTOYHOCTb KlanaHa
Ao, cTeHOoKapaus, M, xpoHrnyecKas cepaeyHasn Heao-
ctato4yHocTb (XCH), Al (y 30% naumeHToB), nopaxeHue
6plowHom Ao («nepemexKatolasacsa xpomoTar, ABA, PA),
nopaeHue noyek, feroyHas runepTeHsns [4].

JlabopaTopHble uccnegosanua npu AT BbIABASIOT
B 06LEM aHaIN3€e KPOBU YMEPEHHYIO aHEMMUIO, NENKO-
uMTo3, nosbilweHne CO3. B nnaame KpoBM OTMeYaeT-
Cq yBenuyeHue ypoBHA C-peaKTUBHOrO MPOTEUHA,
Y-TNOGY/IMHOB.
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C amMarHocTMyecKoW Lenblo nposoautcs 3xo-Kr,
Y3W cocynos, aHrnorpadus, KT n MPT cocynos, uccne-
noBaHune HLA-aHTMreHOB B Na3me KpPoBW.

KnaccuodmkaunoHHble kputepun AT (Arend W. P.
1 coaBT., 1990): Hayano 3aboneBaHKsa B BO3pacTe 10
40 net, CUHAPOM «[MEPEMENKAIOLLENCA XPOMOTbI», 0CNab-
JIeHMe Mnyfbca Ha OAHOM UKW 06enx MieyeBbIX apTe-
puax, pasHuua cuctonmyeckoro A/l Ha npaBon Wan
nieBor nneyesbix apTepuax 6onee 10 MM pT. CT., WyM
Ha NOAKJIIOYNYHbIX apTEPUSAX UK BPIOLLIHOM aopTe, U3Me-
HeHUs npu aHruorpadun. Hanmune nobbix 3 1 6onee
KpuUTepueB No3BONAET NOCTaBUTb AMarHo3 AT ¢ 4yB-
cTBUTENBHOCTLIO 90,5% M cneundunyHocTbio 97,8%.

OcHoBa neyeHnss AT — TIIOKOKOPTUKOCTEPOUbI,
Nno NMoKasaHWsSIM Ha3Ha4yalTcs TPOMOOUTUKKU, aHTU-
KOarynsgHTbl, aHTMarperaHTbl, aHTUrMNEepPTEH3UBHbIE
npenapartbl, aHTMONPOTEKTOPbI U APYrMe NeKapCTBEH-
Hble cpeacTBa.

Xupypruyeckoe neyeHne nNpoBOANTCS NMPU KPUTHU-
YECKOM CYKEHWUW apTePUIN MOYEK, HUKHUX KOHEYHOC-
Tewn, cepaua, 6paxuouedanbHbiX apTepUn, NpU TPOM-
603e Ao, pa3BuUTUK aHeBpn3M U PA [4]. PEKOHCTPYK-
TUBHble onepauuMm Ha A0 COMPSKEHbl C MEHbLWUM
PUCKOM pecTeHo3a npu AT, 4em cTeHTUpPOBaHue Ao.

[MraHTokneTouHbln aoptoaptepunt (A, 60ne3HbL
XOpTOHa) — rpaHynemMaTo3HbIM apTePUNT, NoparkatoLmm
Ao 1 ee OCHOBHbIE BETBU, NPeNUMyLLECTBEHHO 6accen-
Ha COHHbIX apTepuin. ITo 3aboneBaHMe YacTo covyeTa-
€TCs C peBMaTMYeCKon nonnMmnanrmen.

A 06bI4HO HaYMHaeTcs B Bo3pacTe ctapue 50 ner.
3aboneBaemocTb A B 3TOM nmonynsiuuMM cocTaBnsieT
18 Ha 100 TbicaY YenoBeK B rog [25]. eHwmnHbl 60-
NeloT B 2—6 pas vaule, YHeM MYXK4YMHbl. ITnonorusa A
He ycTaHoBeHa. OTHOCUTCS K CUCTEMHbIM BacKyMTam.

KnuHuka M'A xapaktepusyetcs o6lWmMm Hegomora-
HWEM, MbILWEYHbIMKU U CYCTaBHbIMW GONSMKU, MOXyaa-
HMEeM, NoBbIlLEHWMEM TemnepaTypbl Tena. B nocneay-
lOLLIEM BO3HMKAIOT pe3Kkue 601 B TEMEHHON M BUCOY-
HOM 06N1acTh, CUMNTOM «NepemexatoLLencs XpomMoTbl»
B YKEBATENbHbIX MblLLLAX, 93blKe. MOryT BbIIB/IATLCS Ha-
pYLWeEeHUs rnoTaHus, ciyxa, 3peHusi, HeJoCTaTO4HOCTb
KnanaHoB Ao, aopTuT, UM, nueMUYeCcKn nHeynoT [4].

NlabopaTopHble n3MeHeHus npu MA: B o6L1eM aHa-
IN3e KPOBM BbIABNAETCH aHEMUHA, HENTPODUIbHbIN
nenkoumtos, yBenunyeHne CO3J; oTMevaeTcs yBenunye-
HWe ypoBHSA C-peaKTUBHOIo NpoTenHa, y-rnobynnHoB,
CHWXXEeHWE YPOBHS anbOyMUHOB B MJla3Me KPOBMU.

OwnarHocTtuka TA. TMposoanTtes SKI, 6uoncus Bu-
COYHOM apTepun (0OB6HapYKMBAKT rpaHyNemMaTo3HbIN
@HTUKUT C TMraHTCKMMK KneTkamu), Y3W, KT, MPT nopa-
KEHHbIX COCYA0B.

KnaccnounkaumoHHble kputepun A (Hunder G. G.
n coaBT., 1990): Bo3pacT cTtapwe 50 neT, nosBneHne
«HOBBbIX» FONOBHbIX 60NEN, YyBCTBUTENIbHOCTb NPU Masb-
nauuu Win CHWXEHWe NynbCcalnn BUCOYHON apTepumn
(He cBsA3aHHOE C aTepOCK/IepPO30M Hapy*KHOM COHHOWM
aptepun), ysennyeHne CO3 6onee 50 mm/yac, aaH-
Hble 6MOMNCUX BUCOYHON apTepPMM (BaCKyInUT C MpPenmMy-
LLIeCTBEHHO MOHOHYK/IEapPHOW MHbUNLTPALUMUEN UK Tpa-

O6Men onbiToM [l

HynemMaTO3HbIM BOCManeHneMm, Haanimem MHorosaep-
HbIX KNEeTOoK). 19 NOCTaHOBKM AuarHo3a TpebyeTcs
Hann4me He MeHee 3 U3 6 NPU3HaKOB.

B neyeHun A ncnonb3yloTcsA MMIOKOKOPTUMKOCTE-
poufbl, aHTUarperaHTbl, aHTUKOArynsHTbl U Apyrue npe-
napartbl [11].

BbonesHb bex4yeta (Bb) — cMCTEMHbIV BaCKy/UT, No-
pa<atoLwunin NPenMyLLECTBEHHO apTePUX U BEHbI Cpes-
HEero M MenKkoro Kanubpa (Habnwogaerca peuuanBu-
pytollee 3PO3UBHO-A3BEHHOE MOPAXKEHUE CIN3UCTOM
060/104KM pTa, Mas, NoJIOBbIX OPraHoB, KOXWU C BO-
B/le4EHMEM CYCTaBOB, BHYTPEHHUX OpraHoB.). Pacnpo-
cTpaHeHHocTb BB — 0,3-7,5 Ha 100 TbicAY HaceneHus
[1], coOTHOWEHME MYXKUYUH U KeHWHH — 2—10:1 [10].

3Tronorusa He BbisicHeHa. Mpn Bb Hepeako nopa-
YKaloTCsa KPYMNHbIE cocyabl (@pTepuK, BEHbI), BOSHUKAIOT
apTpuT, TPOMB60DNEBUT, KONNUT, HEBPOIOrMYECKasA CUM-
nToMmatuka. MoryT BbigBnsatbcs AIA v ABA [4].

OnarHoctuka bb. JlabopaTopHble AaHHble: aHe-
Mus, yBenndyeHne CO3J (He Bcerga), o6GHapyxeHue
B N1a3Me KPOBW KPUOTrNOBYIMHOB, aHTUTEN K KNeTKaMm
C/IU3UCTbIX 060/104€EK, AEMUENTUHUSUPYIOWMX aHTUTEN
npu NopaxeHn HeEPBHON CUCTEMBI.

MexayHapoaHble KpuTepuun gnarHosa bb (Internal
Study group for Behcet s disease, 1990): peumamsu-
pytowne A3Bbl MNONOCTU PTa, FEHUTANNIN, NOparKeHue
rna3s, KOXM, MOMOXKUTENbHbBIN TECT «natepruunr». Juar-
HO3 JOCTOBEPEH NPU HaNNYMK 3 KPUTEPUEB, NPU ITOM
adTO3HbIV CTOMATUT ABNAETCS 06s3aTe/ibHbIM NPK-
3HaKoOM.

NleyeHne Bb: rMoKOKOPTUKOCTEPOUALI, LIUTOCTa-
TUKK NpuU pedpaKTepPHOM TeveHUn (LumMKknodochamua),
cMMMATOMaTUyYecKas Tepanus, No MoKa3aHWsaM — Xu-
pypruyeckoe BmewaTtenbctso npu AFA n ABA.

AopTuTbI, CBSI3aHHbIE C MHDEKLMAMU, pearu [4, 15].
Haunb6onee 4acTo BbI3bIBAOT pa3BUTUE aopTuTa 1 nep-
BUYHOM BocnanuteNibHon AA cTadUNOKOKK U canbMo-
Henna [16]. PaccmaTpuBatotcsa chlamidiae pneumonii
W apyrue Bosoyautenu [4].

Cudwnnutnyeckmm aoptuT (CA) B KIIMHUYECKU SBHOM
dopme BcTpevaeTcsd y 10-15% nauueHToB C TpeTHy-
HbiM cudunucom. K. A. lOngawes n coaBT. Habnoganm
CAy 44,1% nauneHTOB CO CKPbITON GopMor cudunmca
[13]. MpenmyuiecTBEHHAS NOKaNU3aLns NOParKeHUs —
KOpeHb A0, CTBOPKM aopTajibHOr0 KnamaHa W ycTbe
KOPOHAaPHbIX apTepuit. Y MyXUYMH 3MEHEHNS CepaeUHO-
COCYAMUCTOW CUCTEMbI pa3BMBalOTCA B 2 pas3a valle,
4yeMm y KeHWKH. C MOMeHTa 3aparKeHus A0 pa3BuUTUA
KNnHWKM npoxoant 5-40 net [12]. Cumntombl CA: 601m
(aopTanrun) gavtenbHble, 6€3 Mppaguauun, CTeHOKap-
WS, OAbIlWKa W NPUCTYNbl CEPAEYHON acTMbl (MPOsiB-
JIeHUS KapgMomMronaTum U aHeBpu3Mmebl Ao).

OunarHoctuka CA: ceponormyeckue Tectbl, obcrne-
noBaHue cocTosaHMa Ao.

JleyeHne CA: aHTUOMOTHKMK, XMPYPru4ecKkoe Bme-
lwaTenbCcTBO Ha Ao npu AA [24].

AopTuTbl Npu TyGepKynese BCTPeYaloTCs penKo.
Mpouecc pacnpocTpaHseTcs Ha Ao 3 NapaaopTanbHbIX
NMMbaTUYECKUX Y3/10B, XapaKTepHbl IoXKHble AA [4].
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] OO6MeH OmnbITOM

AopTuTbl Npu cnoHamMnoapTputax (CnA) oTmMmeyatoT-
€S, KaK NpaBuio, Npu ANUTENIbHOM TeYEeHUN 60NE3HU
B BOCXOZALLEM OTAENE U KOpHE A0, U MOTYT COMPOBOXK-
natbcsa AA. PA 1 pa3pbiBbl A0 B 3TOM rpynne nayueH-
TOB peaku [4]. MNMpu CnA aopTUT B BOMbLIWHCTBE CY-
4yaeB NpOoTeKaeT MaJoCUMNTOMHO U AUarHoCTUpyeTCs
PETPOCMNEKTUBHO Y MaUMEHTOB C BbIIBJAEHHbIMU Ha
3xo0-KI nameHeHnsaMu B BUAE aAvnatauunn Ao 1 aopTtalib-
HOM peryprutauuu [2].

KoapkTauus Ao (KA) — oanH 13 Hanbosnee 4acTbIX
NMOPOKOB PasBUTUSA B CUCTEME KPOBOOBPALLEHWUS, NPO-
ABJIAIOWMXCH CYXKEeHUeM Ntoboro y4actka Ao, HO Hau-
6osiee 4YacTo — B 06n1acTu nepellerka Ao OKoJI0 Mec-
Ta BnageHunss B Ao 6oTasnioBa npoTtoka. KA mMoxer
ObITb M30/IMPOBAHHOM MM COYETATLCS C rMNonnasven
nepelwenka waum gyru Ao, nopoKamMun passutus cepaLa.

CpeaHssi NpoAOMKUTENBHOCTD KU3HU 6€3 X1pyp-
rmyeckoro nedyeHusa — 35 net [4]. KnuHnyecKkne nposis-
JIEHUS MOTYT OTCyTCTBOBaTh. *Kanobbl cBA3aHbl ¢ Al
B BepxHeM (nNpokcumainbHee KA) oTaene aptepualb-
HOro pycna (ronoHas 60/b, aHUedanonaTus), runo-
nepdysnen HUKHen 4yactu Tena (cnabocTb B HOrax),
XCH, cteHokapanen. Boicok puck PA, nHcynbsta, MHOEK-
LLMOHHOI0 3HAOKapanTa.

Dn3nKanbHO BbISBNSETCA CUCTONMYECKUIA UK CU-
CTO/IOANACTONMMYECKUI LWYM Y JIEBOFO Kpasi rPyauHbl,
NPOBOASAWMICH Ha coCyfbl LWeW U MeXonaToyHoe
NPOCTPaHCTBO, aKueHT Il ToHa Haa nero4yHown aprte-
puen, nosblleHne ALl Ha pyKax v CHUXKEHWE Ha HOrax.

[OnarHoctuka KA: npu peHtreHorpadum Or'K onpe-
JensieTcs paclwmperune Bocxoasawero otaena Ao 1 no-
NOCTHM IEBOr0 XeNnyaodKa, yaypauums pebep. B auarHoc-
TUKe TaKxe ucnonblyloT Ixo-Kr, KT n MPT cocynos,
aopTorpadwuto.

Ieyenune KA — onepatmHoe. OHO NOKa3aHo Npu re-
MOJMHaAMMUYECKM 3Ha4YMMON KA HE3aBMCUMO OT Ha/TM4us
WSIM OTCYTCTBMS BHELIHMX NPOsiBNEHWI 3aboneBanus [4].

MHoroo6pasune dopm, NPUYNH, KIMHUKKM 60S1e3-
Hen Ao U ee BeTBEM M YaCTO TAXENbIM, NOPON cmep-
TeNbHbIN UX UCXOA AMKTYET HEOO6XOANMMOCTb NpaKTUye-
CKOMY TeparneBTy XOpPOLWO OPUEHTUPOBATLCH B 3TOM
naTonorMm M CBOEBPEMEHHO BblGUpPaTb afeKBaTHYIO
ne4vyebHYI0 TaKTUKY, 4acTo B TaHAEME C XMPYProM.
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