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AHHOTAUMS

AOpPTUT M HeQOCTaTOMHOCTb A0PTarbHOMO KranaHa OTHOCHATCHA K BHECKENETHbIM MPOSBMEHVNAM aHKUMO3UPYIOLWEro CnoHAu-
nuta (AC). TopnuaHoe TeuyeHune 3aboneBaHUIN SIBNSIETCA NMPUYUHOM NO3OHEro obpalleHusa 3a MeAMLMHCKOM MOMOLLbI Ha
cTagum HeobpaTUMbIX U3MEHEHUI U BbIPaXXEHHOTO HapyLUeHNs PYHKLMN Cepae"HO-COCYANCTON U KOCTHO-MbILLEYHOW CUCTEM.
B ctaTtbe npeacTaBneH KNMMHUYECKU Criyyqan YCrneLHOro XMpPYPruyeckoro nevYeHns TSKenon aoptanbHON HedoCTaToOuHOCTU Y
naumeHTa ¢ no3gHo avarHoctnpoBaHHbIM AC. OGCyxaalTcs BOMPOCk! KapAMoBacKynspHow natonoruu npu AC, mexagucum-
NNYHapHOro B3avMOAENCTBMSA Bpaden, Bbibopa NpoTMBOpEBMaTMYECKOM Tepanu 1 NeprMonepaumoHHOro BeAeHns naumeHTa
¢ AC ¢ 04eHb BbICOKMM CEPAEYHO-COCYANCTBIM PUCKOM.

KnioueBble cnoBa: aHKUNO3VPYOLWNIA CMIOHAWIMUT; HEe4OCTaTOMHOCTb aopPTanbHOro KanaHa; aopTuT; cepaeyHo-Co-
CyOUCTbIN PUCK.

®duHaHCUpoBaHue: nccnegoBaHne BbINOIHEHO 6e3 hMHAHCOBOW NOAAEPKKN FPAHTOB, OBLLECTBEHHbIX, HEKOMMEP-
YeCKMX, KOMMEPYECKMNX OpraHn3auni n CTPyKTyp.
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Abstract

Aortitis and aortic valve insufficiency are referred to as extraskeletal manifestations of ankylosing spondylitis (AS). Torpid
course of diseases is the reason for late seeking medical care at the stage of irreversible changes and severe dysfunction of
the cardiovascular and musculoskeletal systems. The article presents a clinical case of successful surgical treatment of severe
aortic valve insufficiency in a patient with late diagnosed AS. The problems of cardiovascular pathology in AS, interdisciplinary
interaction of doctors, choice of antirheumatic therapy and perioperative management of a very high cardiovascular risk patient

with AS are discussed.
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BBeneHue

AHkunosmpytowmii cnoHannut (AC) — XpoHU4Yeckoe BOC-
nanuTensHoe 3abornesaHve U3 rpynmnbl CMOHAWUIOAapPTPUTOB,
xapakTepusytolieecsa oba3aTenbHbIM NopaXeHneM KpecTLo-
BO-MOAB3A0LLUHbIX CYCTaBOB U / UMW NMO3BOHOYHUKA C MOTEH-
UManbHbIM MCXOOOM WX B aHKUIO3, 4acTbiM BOBMEYEHMEM
B MaTONOrMyeckuii NpoLecc 3HTE3NCOB N Nnepudepnyeckmnx
cyctaBoB'. Nommmo nopaxeHus ocesoro ckeneta AC yacTo
accounmMpoBaH C MopaXkeHneM Opyrux opraHoB: rmas (yBe-
UT), KMwevHuKka (bonesHb KpoHa, S3BEHHbIA KOMUT), KOXMU
(ncopmas), noyek (IgA-HedponaTusi), cepaevHo-CocyancTom
cuctembl. KnuHuyeckn siBHble cepgeyHo-cocyaucTble 3abo-
neeanusi (CC3) Habntogatotea y 10-20% naumeHToB ¢ AC,
0COBEHHO NPV ANUTENBHOM TEYEHUUN N BbICOKOW aKTUBHOCTM
AC [1-4]. MNMopaxeHne aopTbl OTHOCUTCSI K BHECKENETHbIM
nposieneHusm AC, a hopMMpOBaHMe aopTarbHOro Mopoka
paccmaTprBaeTcs Kak pekoe OCroXHeHne aToro 3abonesa-
HKS2, KOTOPOEe pa3BMBAETCS BTOPUYHO BCREACTBUE aopTuta
W aunataumm aopThl, a Takke ¢ubposa CTBOpPOK KnanaHa.
Mpn AC yBenuumBaeTCA pUCK aopTaribHOW HeJoCTaTOvHO-
CTW, B YAaCTHOCTM, B NONynsunoHHOM uccnegosanum (CLUA)
pacnpoCcTpaHeHHOCTb MOpaXKeHUs aopTanbHOro KnamnaHa y
naumeHToB ¢ AC B Bo3pacTe 65—69 net cocrtaBuna CooTBeT-
CTBeHHO 2,6 1 17,1% B Bo3pacTte 80 net n ctapwe [1]. Tak-
e npyn AC yCTaHOBMNEHO YBENUYEHWEe purcka onepaTuBHbIX

BMELLATENbCTB Ha aopTaslbHOM KnanaHe Mo CpaBHEHMIO C
o6wwen nonynsaumein. OTHOCUTENbHbLINA PUCK, CTAHAAPTU3NPO-
BaHHbIV No nony, nsmensancs ot 1,22 go 1,46 B 3aBMCMMOCTHU
oT Bo3pacTa. bornee npegnoyTUTENbHON METOAMKOW MpoTe-
3MpOBaHNs KnanaHa, 0COGEeHHO MpPY HanMMYuMM COYETaHHOro
aopTanbHOro Nnopoka, CYNTaeTcsl TpaHckaTeTepHasi UMMaH-
Taums aoptaneHoro knanaHa (TAVI) B CBSI3U ¢ TEXHUYECKUMN
npobnemamu BO BpeMsi onepauuv n uHTybauum Tpaxeu, cBsi-
3aHHbIMK C KMoTUYecKon aedopmaunert rpygHoro otaena
NO3BOHOYHMKA, XapaKkTepHow Anst no3gHux ctagu AC [1, 5].

Mbl XOTUM nNpeacTaBUTb KIUMHWUYECKWUIA Crnyvan, korga
no3gHsas auarHoctuka AC y naumeHTa ctana npudmHon dop-
MMPOBaHUS TSPKENOro Mopoka cepaua ¢ HeobxoauMOoCTbio
€ro onepaTuBHONM KOPPEKUUN. YHUKANbHOCTb NPeacTaBreH-
HOro criyyas 3aknovaeTcs B HabnogeHWu 3a npakTU4ecku
€CTECTBEHHBIM TEYEHMEM aHKMITO3MPYIOLLErO CMOHAWUMMUTA
N ero cepaeyHo-CoCyaMCTbIMU MPOSIBNEHNAMU (DaKTUYECKN
6e3 MeaMUMHCKOro COonpoBOXAEHUs naumeHTa. TopnvaHoe
TeyeHne 3aboneBaHust 6e3 SIPKUX CUCTEMHBIX NMPOSIBIEHUN
aKTMBHOCTW BOcCnaneHust Npueeno Kk opMMpoBaHUIO Tske-
NoN KapAavanbHoW natonoruu, notTpeboBaBLUEn Xupypruve-
CKOro BMellaTenbCTBa, B TO BPEMSI kak MopaXkeHue onop-
HO-ABUraTeNbHOrO annaparta He3HauYMMO CHUXAaNo KayecTBO
XW3HW NaumeHTa.

' AHkunosupytowmin cnoHannut: defepanbHble KNUHUYECKUe pekomeHaauun. Accoumaumst Peematonoros Poccun. 2018 . URL: https://

library.mededtech.ru/rest/documents/cr_175/ (05.11.2024).
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OnuncaHue KNUHUYECKOro cny4as

MaumeHt H., 57 net, BoguTenb, NOCTYNUN B MNaHOBOM
nopsake 15.02.2024 r. B oTaeneHne atepockneposa n xpo-
HUYeckon nwemmudeckorn 6onesnun cepgua (MBC) HUW kap-
avnonorun Tomckoro HAMLL (Tomck, Poccust) ¢ uenbto xmpyp-
TMYeCcKoON KOppeKLMM KOMOMHMPOBAHHOIO MOpoKa cepaLla.
Mpyn NocTynneHun naumeHT NpeabsiBsn kanobbl Ha exe-
AHeBHoe Ao 10 pa3 B CyTKM XOKEHUE 3a rPyAMHON C ppaau-
auuert B obe pyku npu nporynke B BETPEHY norogy 4epes
100-200 m, npoxogsiiee yepes 10-15 MUH B Nnokoe mnu no-
cne npuema cnipes «/3oket» (0o 3—4 pas B cyTku). MNoxoxue
owyuieHnsa anurteneHocTelo Ao 30—40 MWH NauMeHT ucnbl-
TbiBan B MOKOE, Yalle B rOpU30OHTaNbHOM MOMOXEHUW, YTO
3aCTaBMAno NauMeHTa NpocbinaTbCst HECKOMbKO pa3 3a HOub,
rnomMorarna cMeHa NofioxeHus Tena. Takke 6eCnoKounn xoke-
HME B AroAMYHbIX MbILLILAX, YyBCTBO CKOBaHHOCTU 1 Gonu B
CMUHe, KOTopble NOSBNSANUCH NpU AnvTensHoMm 6onee 1 4 no-
TNOXEHWN CUASA 1 Nexa, NPOXoauNy Npu ABUXEHUN B TEHEHNE
HECKOSMbKUX MUHYT.

M3 aHaMHe3a BbIsICHEHO, 4TO B Bo3pacTe 20 neT Bo Bpemsi
cnyx06bl B apMun y naumeHTa pas3Bunicst onmroapTpuT npaso-
ro KONIEHHOrO U NEBOTrO rONEHOCTOMHOro CycTaBoB. [launeHT
ObIN rocnMTanM3npoBaH, TOYHOTO AMarHo3a He 3HaeT. [ocne
BbIMUCKN C (PU3NYECKUMIU HArpy3kamu Cnpaensscs XopoLuo,
NpU3HaKky onuroapTpyTa COXpaHsANMCb B TEYEHMEe Nomnyroaa.
B nocnepaytolleM ero anu3oguyecku 6ecnokonny HU3KOWH-
TEHCUBHbIE TsIHYLLME GOMM B HUXHEW YacTK CMUHBI, @ Takke
B Ny4e3ansiCTHbIX CycTaBax, Mernkux cycrtasax cton. C 50 net
cTanu perynsipHo 6ecnokonTb orpaHUYeHne NOABUKHOCTY B
NO3BOHOYHUKE, BOMM 1 XOKEHWE B CNMHE U SArOAUYHBIX MbILL-
Lax B NOKOe, KOTOpble NMPOXOAUNV NpW ABUXEHUW. dnn3oau-
Yecku MpUHMMan HecTepouiHble NMPOTUBOBOCMANUTENbHbIE
npenapartbl (HMBIT) kopoTkMn Kypcamun ¢ NonoXMTeNbHbIM
achdekToM, K Bpayam He obpallancs.

04.02.2023 r. 6bIN rocnMTanuaupoBaH B KapAMOnoru-
Yyeckoe OTAeneHne PernoHanbHOro CocyoucToro LEeHTpa
(. OMCK) C 3aTsbkHbIM MPUCTYNOM BbICOKOUHTEHCUMBHOIO
XOKEHWS 3a rpyauHON ¢ nppaavaumen B obe pyku. MNpu TpaH-
cTopakanbHon axokapauorpacgum (OxoKI) Bnepsble 6bin
YCTaHOBMEH AuarHo3 KOMOWHMPOBAHHOIO Mopoka cepaua:
CMNOXHOIo aopTanbHOro Mopoka cepaua ¢ npeobnagaHnem
HepocTaTodHOCTM (peryprutaumns 3-m cTeneHn) u HegocTa-
TOYHOCTM MUTPAnbHOro knanaHa (peryprutauusi 3-ii crene-
HK). Takke BnepBble Obina 3aperncTpupoBaHa apTepuanb-
Has runepteH3nsa (AlN) B npegenax 140-150/20—40 mm prT. CT.
Mpy CyTOMHOM MOHMTOPUPOBAHWUW 3NEKTPOKAPAUOrPaMMbI
(OKI) BbISBNEHbI HenomHas artpuoBeHTpukynsapHasa (AB)
6nokapa | cteneHu, pegkas XenyooykoBasi M HaKenynou-
KoBasi akcTpacucrtonus. MNposoannca auddepeHumnansHbIn
AMarHo3 oCTporo KOPOHapHOro CUHAPOMA U AMCCEKLMUN aop-
Tbl. OnekTpokapaunorpaduyeckue nNpusHaku U cepaedHble
MapKephbl NOBpeXAeHUss Mrokapaa He obHapy»KeHbl, Npu Ko-
poHapoaHrmorpacumn BbIIBNEH CTEHO3 NPaBOK KOPOHapHOM
aptepuu B cpeaHen Tpetn 0o 40%. MNpu mynstucnvpansHom
KomnbloTepHor naHaoptorpadun (MCKT-naHaopTtorpadun)
[OaHHbIX 3a AWCCEKUMIO aopThl He nonyyeHo. Bebin ycTaHos-
neH KomMBuHMpoBaHHbIN AnardHo3 MBC: HecTtabunbHas cre-
HOKapAMs U KOMOWHMPOBAHHLIN MOPOK cepAua C XpOoHUYe-
CKOWN cepaeyHon HegocTtaTtovHocTblo (XCH) ¢ coxpaHeHHowm
ppakumen Bbibpoca (PB) (62%), 1A ctagun, ©K Il. MNMocne
BbIMUCKW PETYNSPHO NpUHMMan nosaptaH 25 mr, Topacemus,
10 mr, cnnpoHonakToH 50 mr, kapguomarHun 75 wmr, kapseau-
non 12,5 mr, atopsacratuH 20 mr, amnogunud 5 mr. Bo Bpems
rocnutanusauuy BriepBble BbIsiBEHa BbipaeHHas aedop-

Maums NMO3BOHOYHMKA C OrpaHMYeHUEeM €ero MOABUXKHOCTM,
3anof03peH aHKUMO3VPYHOLLMIA CIOHANIIUT.

B uione 2023 r. nauMeHT BNepBble OCMOTPEH pPEBMATO-
110roM, BbICTaBfEeH AMarHoO3: aHKUMNO3UPYIOLMIA CMOHAWMWT,
no3gHAsA CTagus, akTUBHOCTb BblCOKas. [1ByCTOPOHHMI ca-
KpounenT 3—4-n ctaguun. BHeckeneTHble NposiBNeHWs: Bbl-
paxeHHas aopTanbHas HeOgoCTaTOMHOCTb, 3JHTEe30naTus.
HasHaueHa 6GasucHasi tepanua HIBI, koTtopyto naumeHT
CcaMoCToATeNbHO OTMeHWnN Yepes 10 AHel B CBS3N C 3pO3MB-
HbIM NOpPaXXeHNeM aHTPanbLHOro oTAena Xenyaka no pesynb-
TaTtam a3odaroractpogyogeHockonuu (puc. 1).

B aHamHe3e XM3HM YCTaHOBMEHbl AMarHo3bl: XpPOHWYe-
ckad obcTpykTuBHas GonesHb nerkvx, ractpoasodareans-
Has pedntokcHas 6onesHb, rpbixka NULWEBOAHOro OTBEPCTUSA
avadparmbl, BapvKosHas Gones3Hb BEH HWKHUX KOHEYHO-
cTen, aHemusa nerkom ctenexun. Kyput okono 40 net (MHAekc
KypunbLymka — 40 nayka/ner), B HaCTOSALMIA MOMEHT — [0 7
curapet B AieHb. CeMelHbIi aHamMHe3 OTArOLLEH: y MaTepu
naumenTa — IBC, Al n 3actorHas XCH.

Mpu nocTynneHnm o6 bLEKTUBHO: COCTOSIHME YAOBNETBOPU-
TenbHoe. AKpouMaHo3. TenocrnoxeHue rmnepcTeHnyeckoe.
MHpekc maccel Tena — 35,5 kr/m?, obxsat Tanuu — 112 cm.
lpyaHas knetka geopmMmpoBaHa, BblpaxXeH LLIEeNHO-rpyaHON
K103, paccTosiHMe 3aTbINOK CTeHKka — 14 cM. BbiSBneHo BbI-
paxXeHHOe OrpaHVyeHne OBWKEHUSA B MO3BOHOYHUKE: poTa-
uns B wenHom otaene — 30 rpagycoB, 3KCKypCus rpygHon
knetkn — 3 cm, 6okoBoe crmbaHve No3BOHOYHMKA crpaBa U
cneBa — 1 cm, npoba LLobepa — 1 cm. PacctosiHue mexay no-
abbkkamun — 102 cm, ungekc MASES — 0. Mepudepunyeckme
CyCTaBbl HEe M3MeHeHbI. [TepKyTOpHbIN 3BYK — NEroYHbIn. Jbl-
XaHve XecCTKoe, XpuMbl He BbICNyLIMBAIOTCA. TOHbI cepaua
NpurnyLeHbl, PUTMUYHbIE, YacToTa CepAeYHbIX COKpaLLEeHWI
— 66 B MMH. Ha Bcex Todkax ayckynbsTauumn BbICNyLLUMBaETCA
rpybbiii CUCTONMMYECKMI WYM C MakCMMyMOM Ha aopTe, Ha
BepXyLLKe — ocrabneHve | ToHa U cCamMoCTOSATENbHbIA CUCTO-
NMYECKUIA WYM C Mppagnaumen B NeByo NOAMbILLEYHYO 06-
nacTb; Ha aopTon — AyLWMIA ArnacTtonuyeckuii wym. MNynsc
Ha IyYyeBblX apTepusx BbICOKWN, CKOPbIA, onpeaensercs
«nnsacka kapotuay». AptepuansHoe aaeneHune (Al) — 140/20
MM PT. CT. XKMBOT npu nanbnaumm Msarkni, 6e36onesHeHHbIN.
MeyveHb no kpato pebepHon ayrun, 6esdonesHeHHa. CuMnToMm
MacTtepHaukoro oTpuuatensHbii. OTekoB HerT. Mynbcaumnsa Ha
apTepusax CTon coxpaHeHa.

Mpn nabopaTopHOM MCCreaoBaHWW BbISBIEHbI HOPMO-
uuTapHas aHemus nerkom creneHu (aputpoumntbl — 3,95 x
10"?/n, remorno6uH — 115 r/n), NoBbIWeHNe OCTPOdA30BbIX
nokasatenen (CO3 — 26 mm/4, CPBE 26 wmr/n), runepypuke-
Musa (MoyeBas kucroTta — 511 MKmonb/n), HapyLleHue Torne-
PaHTHOCTU K FMOKO3e (NocTnpaHananbHas rmukemnst Yepes
2 4-9,2 mmone/n). Ha cdoHe npuema atopsactatuHa 20 mr/
CyT LieneBOn YpoBEHb NNMNO0B He JOCTUIHYT (0bLwui xone-
ctepuH 3,4 mmonb/n, Tpurnuuepugsl — 1,2 mmons/n, xone-
CTEPUH NUMOMPOTENHOB HU3KOW MAOTHOCTM — 1,9 MMonb/n,
XOrnecTepuH NUMONPOTENHOB BbLICOKOW nnotHoctn — 0,9
MMorb/n). OcTanbHble NokasaTenu Haxogunuchb B npegenax
HopMmbl, CK® no dopmyne CKD-EPI — 95 mn/mMun/1,73 m2.

MonekynspHo-reHeTu4eckoe wuccrnegosaHne: reH HLA
B27 BbisiBneH.

Bbinn paccuutaHbl nHgekcbl aktmeHocTn AC (BASDAI
— 7, ASDAS-CPB - 2,1), oueHeHbl TeCTbl KITMHUYECKOW Bbl-
PaX€HHOCTN XPOHMYECKOW OBCTPYKTUBHOM GOME3Hn nerkmx
(mMRS - 2, CAT — 11). TecT 6-MnHyTHOW x0Ab0ObLI COCTaBMUN
400 m.

OKI npy nocTynneHnu: putM CUHYCOBBLIW, YacToTa cep-
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Puc. 1. Cxema uctopun 6onesHu nauveHTa H.

Mpumevanune: OKC — ocTpblii kopoHapHbIi cuHapom; KA — kopoHaporpadust; TT OxoKI™ — TpaHcTopakanbHas axokapauorpadus; HMNBIM — HecTepouaHbie
npoTmBocnanuTenbHble npenaparsl; ¢/3 NKA — cpeHsia TpeTb NpaBoyi KopoHapHo apTepumn; CH — cepaevHas HeqOCTaTOMHOCTb.

Fig. 1. Schematic medical history of patient N.

Note: ACS — acute coronary syndrome; CAG — coronary angiography; TT Echo — transthoracic echocardiography; NSAID — nonsteroidal anti-inflammatory
drugs; m/t RCA — middle third of the right coronary artery; HF — heart failure.
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Puc. 2. 3nekTpokapano-
| | \|' rpamma naumeHta H.
._f'““hd | B e J‘“‘Ld J Fig. 2. ECG of patient N.

OeyYHbIX cokpalienu — 78 ya./mMvH. HenonHas AB 6nokaga
| crenenn (PQ = 300 mc), runepTpodus NeBoro xenygoyvka
(JPK) (RV5 + SV1 = 46 mm, RavlL = 16 mm, genpeccust ST B
I, avL,V4-V6) (puc. 2).

Mpun TpaHcTopakansHon AxoKIm nmpu noctynnexHun (puc.
3) BbISIBMEHbI: yYBeNMYeHne MonocTen nesoro npeacepaus
(N (vHpekc obbema JM — 55,9 mn/m?), NnpaBoro xenyao4yka

(MXK) (36 x 107 mm) n JIXK (koHeYHbIn gnactonmyeckmin obb-
eM — 287 M1, KOHEYHbIN cucTonuyecknuii oobem — 102 mn);
aKcLeHTpuyeckas runeptpodms JDK (nHaeke maccel MMokap-
na — 153 r/m?; oTHocuTenbHas TonwmHa cteHkn — 0,32). Mo-
banbHas cokpaTuTenbHas YHKUMSA XernyaovykoB B HOPME
(PB MK — 64%, TAPSE — 29 MM). TMNOKWUHE3 HWKHEW CTEH-
KW, CPeOHMX 1 BEePXYLLEYHbIX OTAEMNOB HMKHEOOKOBOW CTEHKM
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n 6asanbHOro HWXxHe-neperopogoyHoro cermerta JK. Ou-
actonuyeckasa ancdyHkums JDK 1-i cteneHn. YnnoTtHeHue
N KanbLuHO3 nBpo3HOro KombLa M CTBOPOK aopTarbHOro
KnanaHa, aoptanbHas peryprutaumus 2—3-i cteneHn AByMs
aKcLeHTpnyeckumn notokamm (PHT — 132 mc), HebonbLuon
aopTanbHbIA CTeHo3 (rpaguneHT — 21/11 mm pT. cT.). Pnbpos-
HO€e KOMbLI0 MUTPanbHOro KramnaHa He3HaYnTenbHO paclun-
peHo (36 MMm), ynnoTHeHMEe U bparMeHTapHbIN KanbLMHO3
CTBOPOK MWUTPArnbHOro KnanaHa, MutparnbHas peryprutauus

FR 47Hz

2-11 cteneHn (06bem muTpanbHoOM peryprutaumm— 43 mn), He-
OonbLUOe MOBbILEHWE rpagVMeHTa Ha MUTPanbHOM KrianaHe
(9/3 mm pt. cT.). Cuctonuueckoe aaenexHve B MK HesHauu-
TenbHO NoBbIWeHO (34 MM pT. CT.). [lMnatauns KOpHSA aopThbl
Ha ypoBHe hMBPO3HOro konbLia aopTanbHOro knanaHa — 27
MM, Ha ypoBHe cuHyca BanbcanbBbl — 44 MM, ynnoTHeHue
CTEHOK BOCXOAsLLen aopThl. bprolHas aopta He paclumpe-
Ha. HxHAa nonas BeHa He paclumpeHa, Ha BAoXe konnabu-
pyeT AOCTaToYHO.

Puc. 3. TpaHcTopakanbHas axokapavorpadus naumeHTa H. AeMOHCTpUpyeT Annartaumio NeBoro Npeacepaus, NIeBoro Xemnyaoyka v KOpHst aopTbl B napac-
TepHarnbHOW NO31LMKN MO ANUMHHON ocKn B B-pexume (A), aopTanbHylo peryprutaumio B anvkanbHOn 5-kamepHo nosvuum (B) u MuTpanbHyto peryprutaumio B

anvikanbHou 4-kamepHon nosuuum (C) B LBETOBOM JOMNNNEP-pEXNME

Fig. 3. Transthoracic echocardiography of patient N. shows dilation of the left atrium, left ventricle and aortic root in the parasternal long-axis view in B-mode
(A), aortic regurgitation in the apical 5-chamber view (B) and mitral regurgitation in the apical 4-chamber view (C) in the color Doppler mode

Mpu ynbTpasBykoBOM AYMNIIEKCHOM UCCINEA0BaHWUMN BbisiB-
NeHbl 3KCLEHTPUYECKNE FeTEPOreHHble BNSLLKN CO CTEHO30M
00 20% B 6udpypkaumm obLLmMX COHHbIX 1 0BLLMX BeapeHHbIX
apTepun.

Mo pesynsratam MCKT-naHaoptorpaduu (puc. 4) 3ape-
TMCTPUPOBaAHO aTePOCKNEePOTUYECKOE MOPaXEHWEe TPyaHON
aopTbl U COCYAOB HWXHUX KOHEYHOCTEW, a Takke pacluu-
peHne KOpHsi aopTbl Ge3 MpPU3HaKOB PACCIOEHUsI CTEHKU U
NPUCTEHOYHOIO TPOMOO03a, OObLI3BECTBMNEHUSI B KOPOHAPHbIX
aptepusix, KT-npusHakym aHKMNO3UpYOLLEro CroHAunuTa
(puc. 5).

Ha ocHoBaHWM KOMMneKkcHoro obcneaoBaHus NauneHTy
ObIn BbICTaBMEH CrieayoLmi gnarHo3:

OcHOBHOe 3aboneBaHue: KOMOWHMPOBAHHLIA MOPOK
cepaua: CroXHbIN NMOPOK aopTaribHOro KrnanaHa ¢ npeobna-
AaHveM HedoCTaTOMHOCTU (aopTanbHasa peryprutaums 3-n
CTeneHu, aopTanbHbI CTEHO3 1- cTeneHu), HegocTaTou-
HOCTb MWUTparbHOrO KramnaHa (MuTpanbHasi peryprutaums
2-i cTeneHun). AopTUT C Aunartaumen KopHa aopTel. Femoau-
Hamuyeckas cTeHokapausa. HenonHasa AB 6nokaga | ctene-
HK. CumntomaTudeckasa Al, HekoHTponupyemas Al. Oucnu-
nuaemus. HapylueHne TonepaHTHOCTH K rmtoko3e. OxupeHne
2-n ctenenun. Puck 4. Llenesble 3HaveHns AL 120-139/70 79
MM pT. CT.

doHoBOe 3aboneBaHue: aHKUITO3NPYOLLUIN CIOHOUNNT,
HLA B27 no3uTuBHbIN, NO3AHASA CTaaus (ABYCTOPOHHUIA ca-
kpouneut 3 4-n ctaguu, CUHAECMOMUTbI), aKTUBHOCTb Bbl-
cokas (BASDAI 7, ASDAS-CPbB 2,1). WenHo-rpyaHom kndos
(pacctosiHme 3aTtbinok-cteHa 14 cm). MASES 0. BHeckeneT-
Hble NMPOSIBNIEHUS:: aOPTUT C AunaTtaumen KOpHs aopTbl, KOM-
OnHMpoBaHHbIN Nopok cepgua. PK II.

OcnoxHeHune: XCH ¢ coxpaHeHHon PB (64%), IIA cTa-
auns, OK 1.

ConyTcTBylowme 3aboneBaHus: MBC. Atepocknepo3s
KOPOHapHbIX apTepuii: CTEHO3 NPaBO KOPOHAPHOW apTepun
40%. ATepocknepo3 06LLMX COHHbIX 1 06LLMX BeapeHHbIX ap-

Tepui co cteHodamu o 20%. XpoHudeckas o6CTpyKTMBHasA
6onesHb nerkux Il ctragun (GOLD 3), KNMHUYECKN BblpaXeH-
Hasg (MMRS- 2, CAT- 11), c yacTbiMu o6ocTpeHusiMu. [bixa-
TenbHas HeAOCTaTOMHOCTb | cTeneHn. XpoHM4Yeckoe neroy-
Hoe cepaue. pbika NUWEBOAHOro OTBEPCTUA AMadparmbl.
Bapuko3Hass 6omne3Hb BEH HWKHUX KOHEeYHOCTeW. AHemus
XPOHUYECKMX 3aboneBaHnin NErkon cTeneHu.

MaumeHTty 26.02.2024 r. BbINONHEHa onepauusa — npore-
3MpPOBaHNE aopTanbHOro KrnanaHa MexaHU4Yeckum npoTe3oM
«Meaurx 2 AOM 27» B yCrnoBUsiX UCKYCCTBEHHOIO KPOBOO-
OpalleHns 1 aHTe-peTporpagHoOn XornodoBOW Kapauonne-
rmn pacteopom «Kyctoamon». B xone onepauun nokasaHumn
ONsi ONepaTUBHOIO NeYeHUss MUTParbHOrO KranaHa He Bbl-
aBrneHo. MakpockonuyeckM CTBOPKM aopTasibHOro KrianaHa
aedopmMupoBaHbl, yTorLleHbl, GenecoBatoro LBeTa, NnoT-
HOBATOW KOHCUCTEHUMU; MUKpPOCKonunyeckn — cmnbposHas
JereHepauusi krnanaHa c sIBNeHUsSIMU rmarnvHosa, YTo CooT-
BETCTBYET (hmbpo3npyoLLLEeMY BarbBYNIUTY aopTarnbHOro kna-
naHa (puc. 6).

lMocneonepaunoHHbIi Nepuog npoTtekan 6e3 ocrnoxHe-
Hui. MNocne onepaunn NauMeHT OTMETUN yny4lleHne camo-
YYBCTBMSI: MCYE3MO XCKEHUE 3a rpyaVHOM, yYBenuyunach ne-
PEHOCUMOCTb (PU3NYECKOW Harpy3ku, Hopmanmaosanocb ALl
— 124/86 mm pT. cT. KoHTponbHast OxoKI™ BbiiBUna xopoLuyro
(PYHKUMIO MEXaHWYECKOro MpoTe3a aopTanibHOro Kranasa,
OB JIXK B HOpme, MuTpanbHasa peryprutaums 1-i cteneHu,
30HbI TMMNOKMHE3a He onpegensitoTcsi. bonbHoW BbinucaH B
YO,0BNETBOPUTENBHOM COCTOSIHUN.

Mpn TenedOHHOM KOHTaKTe C MauMeHTOM 4yepe3 2 MecC.
nocrne BbIMUCKA YCTaHOBMIEHO, YTO MaUWEHT MpUHUMaEeT
TONbKO KapAuornornyeckue npenapatbl, y peBmarornora He
HabntogaeTcsl, NPOTUBOPEBMATUYECKYD Tepanuio He npu-
HumaeT. B mae 2024 r. rocnutanvM3npoBaH B AEXYPHbIA Te-
paneBTUYECKUIA CTaLMOHap B CBSI3U C BMEPBble BO3HUKLLUM
NapoKCU3MOM TpeneTaHus Npeacepaunin n oOCTpom AeKOMMEH-
caumen XCH.
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Puc. 4. MCKT-naHaopTtorpacusi naumeHTa H. PaclumpeHne KopHs aopTbl
Ha ypoBHe nbpo3Horo konbLa — 33 x 32 MM; Ha ypoBHe CMHYcoB Barnb-
canbBbl — 53 x 50 Mm

Fig. 4. MSCT panorathography of patient N. Dilatation of the aortic root:
dimensions at the level of the aortic annulus 33 x 32 mm, at the level of the
sinuses of Valsalva 53 x 50 mm

Puc. 5. MynsTucnvpanbHas koMmnbloTepHasi Tomorpadusi no3sBoHouHuKa (A, B) n cakpouneansHbix couneHennin (C, D) nauneHTa H.

MpumMeyanune: Ha pucyHkax A, B: ycuneHue rpyaHoro kndosa u NosicHUYHOro nopao3a No3BOHOYHMKA U MHOXECTBEHHbIE KpaeBble CUHAECMOMUTbI 1 OKO-
CTeHeHne nepeaHen NpofonbHON CBS3KN — «6amByKOBbIA MO3BOHOYHWKY (1, 3eMeHble CTPerku); CHUKEHUE BbICOTbI MEXMO3BOHKOBbIX AUCKOB (2, xenTas
cTpernka); occudukaLma MEXOCTUCTbIX U HAAOCTUCTLIX CBA3OK (4, po3oBble cTpenku). Ha pucyHkax C, D: KT-npusHaku cakpounenTa 3 4-i1 cTaguu: aHkunos
B BEPXHUX U HWKHUX OTAENaX CyCTaBHbIX Luenei (6, cupeHeBble CTPENKN); HepaBHOMEPHOE CyXXeHUe CyCTaBHbIX Lenei ¢ yaypauueii (7, puonetoBble
CTpenku); cybxoHapanbHbIi cknepos (8, ronybble cTpenku); occudukaums noaB3aoLLHO-NOSACHUYHBIX CBA30K (9, PO30Bble CTPerku); HeGonbLuve 3K30CTO3bI B
obnacTu rpebHei noaB3noLWHbIX kKocTel (10, 3eneHble CTpenku).

Fig. 5. MSCT of the spine (A, B) and sacroiliac joints (C, D) of patient N.

Note: In the Figures A and B: increased thoracic kyphosis and lumbar lordosis of the spine and multiple marginal syndesmophytes and ossification of

the anterior longitudinal ligament — “bamboo spine” (1, green arrows); decreased height of the intervertebral discs (2, yellow arrow); ossification of the
interspinous and supraspinous ligaments (4, pink arrows). In the Figures C and D: CT signs of stages 3-4 sacroiliitis: ankylosis in the upper and lower parts of
the sacroiliac joint (6, lilac arrows); uneven narrowing of the joint spaces with erosions (7, purple arrows); subchondral sclerosis (8, blue arrows); ossification
of the iliolumbar ligaments (9, pink arrows); small exostoses of the iliac crests (10, green arrows).
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Puc. 6. MncTonornyeckoe nccnenoBaHve CTBOPOK aopTanbHOrO krnanaHa (onepauvoHHbIin MaTepuan) naumeHTa H. A, B — okpacka reMaToKCUIIMH-903MH,
yBenuyeHue x 200, C — okpacka reMaToKCUIMH-3031H, yBenuyeHne x 100. D — okpacka TonyuanHOBLIM CUHUM, yBenuyeHne x 200

MpumeyaHne: A — paBHOMEPHO BbipaxeHHbIN hnbpo3s (kpacHas cTpenka), HepaBHOMepHasi BocnanutenbHas aAnddysHo-oyarosas numdonaHas nHunb-
Tpauus (cuHsAs cTpenka); B — ovaroBbIii MUKCOMATO3HbIV OTek (3eneHas cTpenka); C — o4aroBblii rmanmHo3s; D — ovaroBblii M cnabo BbipaxeHHbIN heHoMeH
MeTaxpomMasuy (OKpalleHO B PO30BaTbI OTTEHOK).

Figure 6. Histological examination of the aortic valve leaflets (surgical material) of the patient N. A, B — hematoxylin-eosin staining, magnification x 200,

C — hematoxylin-eosin staining, magnification x 100. D — toluidine blue staining, magnification x 200

Note: A: fibrosis is uniformly expressed (red arrow). Uneven inflammatory diffuse-focal lymphoid infiltration (blue arrow); B: focal myxomatous edema (green
arrow); C: focal hyalinosis; D: phenomenon of metachromasia colored in a pinkish tint is focal and weak expressed.

KapavoBackynsapHaa naTtosfiorva npy aHKMIo3upyowem crnoHguauTe

dakTopbl PUCKa,

accoyunpoBaHHbie ¢ AC TpaguuuamEle hAKTOPLY

« HLA B-27 cepAaeuHo-cocyaucToro MpoTuBOpeBMaTUYECKan
pucka: Tepanws:

* AKTMBHOCTBL U CTaxk AC

+ BHeckeneTHble npoasnexua (B3K, AL pese, LW, reupenve, HMB, BB
HTI, CA v ap.

yBeut, ncopuas, IgA-HedponaTis)

I l l

CucrtemHOe BOCNaneHue

MoBpexaeHue cepaua u cocyfoB

$ubpo3
3HpoTenvansHasn AopTuT
ATepockepos MwuokapguT pemogenupoBaHve
AUChyHKUMA KnanaHHaa natonorus mM1oKapaa
KnuHu4yeckue npossneHnsa
HapylieHre prUtmMa nu CumnTomaruyeckas
XCHeoB NpoBoANMOCTH Al MBC

Puc. 7. MNMaTtoreHes kapaMoBacKynsapHOW NaTonorMn Npy aHkMNo3unpyoLem cnoHaunuTe

MpumevaHue: obbsicHeHne cM. B TekcTe. AC — aHkunosumpytowwmii cnoHamnut; B3K — BocnanuTenbHble 3aboneBaHns kuwedHuka; Al — apTepuanbHas runep-
TeHauns, AN — gucnunuaemust; HTI — HapylieHne TonepaHTHOCTU Kk rnioko3e; CLl — caxapHbin anabet; HINBI — HecTeponaHble NpoTMBOBOCMANUTENbHbIE
npenapartbl; BINBI1 — 6a3ncHble npoTnBoBOCNanuTenbHble npenapatbl; XCHe®B — xpoHnyeckasn cepaeyHasi HeAoCTaTO4HOCTb C COXpaHeHHoW dhpakumen
BbI6poca; VBC — nwemnyeckas 6onesHb cepaua.

Fig. 7. Pathogenesis of cardiovascular pathology in ankylosing spondylitis

Note: see text for explanation. AS — ankylosing spondylitis; IBD — inflammatory bowel disease; AH — arterial hypertension; DLP — dyslipidemia; IGT —
impaired Glucose Tolerance; DM — diabetes Mellitus; NSAID — nonsteroidal anti-inflammatory drugs; BAIFD — basic anti-inflammatory drugs; CHF PEF —
chronic heart failure with preserved ejection fraction; IHD — ischemic heart disease.
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O6cyxaeHune

AC oTHOCUTCS K rpynne cepoHeraTuBHbIX CroHaunoap-
TPUTOB, MUMEET HACNEACTBEHHYIO NPeapacrnonioXeHHOCTb U
accounmMpoBaH C HOCMTENbCTBOM FeHa FMCTOCOBMECTMMO-
ctn HLA B27. YacrtoTa BcTpeyaemocTn 3abonesaHust cpeam
B3pocroro HaceneHusi coctaenset 0,02-2,0%. HanbonbLuyto
3aboneBaemocTtb AC peructpupytoT B Bo3dpacTe 25-35 ner,
MYX4MHbI 6onetoT B 3—6 pas valLe XeHLWnH®. Y npeacTaBneH-
HOro Hamu naumeHTta anarHo3 AC He BbI3blBAET COMHEHWIA:
NPUCYTCTBYIOT KaK KIMHUYECKNE ANArHOCTUYECKME KPUTEPUM
(BocnanutenbHas 6onb B CMVHE, OrpaHNYEHNE OBWKEHUN B
NO3BOHOYHUKE W AbIXaTeNbHbIX 3KCKYPCUIA TPYOHON KNEeTKu),
TaK U PEHTreHonornyeckne KpuTepun 3abonesaHns (4ByCTO-
POHHUIN cakpouneut 3—4-i cTeneHun, cuHaecmModuThbl). Kpo-
Me Toro, 6bin obHapyxeH reH HLA B27, koTopbIil BbISIBASIOT
y 75-90% nauwneHToB ¢ AC*.

CornacHo gaHHbIM nuMTepatypbl, BO BCEM Mupe Habno-
[aeTcs HECBOEBPEMEHHAs AnarHocTuka atoro 3abonesaHus,
cpefHsas 3agepxka noctaHoBkyM AmarHo3a AC cocTaensieT
6,7 roga [6]. 3TO CcBA3AHO C HEQOCTATOYHOM OCBELOMIEHHO-
CTbO NAaLMEHTOB U Bpayelr o 3aboneBaHnn Kak BO3MOXHOM
npu4mHe 601 B CNnHE; C NO3aHEN 0OpaLLaeMOCTbIO K Bpady
B CBSI3U C ANUTENbHbIM ManoCUMMITOMHbIM TeYeHneM 6ones-
HW; OTCYTCTBMEM MNATOrHOMOHWYHBLIX NabopaToOpHbIX U WH-
CTPYMEHTanbHbIX NPOSIBIIEHUA HA paHHWX 3Tanax 6onesHu;
[e6oToM 3ab0oneBaHnsi ¢ BHeaKCcuarbHbIX Y BHECKENETHbIX
NPOsIBNEHNI 1 Ap.

He ctan vcknoveHnem u Haw naumeHT, gnarHos AC emy
ObIn ycTaHoOBNEH Tonbko cnycTs 36 net oT aebtota 6onesHu
Ha Mo3gHel knuHuveckon ctaguu. Mpu aToM noBodoM Ans
obpalleHunsi naumeHTa 3a MeOWLMHCKOW MOMOLLbK CcTano
pa3BUTUE BbIPAXEHHbIX BHECKENETHbIX CepaevHO-cocyam-
CTbIX OCMOXHEHWI. HeCMOTpsi Ha BblpaXXeHHOE OrpaHnyeHne
NOABWXHOCTM MO3BOHOYHMKA, akcuarbHble NposiBneHnst 6o-
NEe3HM CO CINOB NaLMeHTa Maso BMUSMW Ha KAYeCTBO €ro Xua-
HW 1 He Nobyxaanu naumeHTa obpaTuTbCs K Bpayy, AnarHo3
AC BniepBble 661N 3an0g03peH Bpadamu-kapavonoramu. Mpu
obcnenoBaHnM Y NauveHTa BbISIBIIEHO MOBbILLIEHWE BOCMa-
nutenbHbIX MapkepoB (CPB, CO3) n nHaekcoB akTUBHOCTU
BASDAI, ASDAS-CPB, 4To yKka3blBaeT Ha akTUBHOE CUCTEM-
Hoe BocrnaneHue. VI3BeCcTHO, Y4TO MepPCUCTEHLMS MOBbILLEH-
HbIX ypoBHen CPB u Bbicokasi aktTuBHOCTb AC cOnpsipKeHbl
¢ 6onee BbicokuM puckom CC3 [3], a no3anTuBHOCTbL No HLA
B27 — ¢ KNMHNYECKM 3HAYNMMOM KrnanaHHOW naTonornen n u-
Opunnauuen npeacepaun [2, 4].

B MHorouncneHHeix nccnegoBaHusix y nauueHtos ¢ AC
perucTpupyoT yBenmyeHne 3aboneBaemocT 1 CMEPTHOCTU
ot CC3 [2, 7]. B kayecTBe npenuKTOpoB CMEPTHOCTU pac-
CMaTpu1BalOT NPOAOIKUTENBHOCTL U TSXKECTb 3aboneBaHus,
HanuMuMe BHECKENETHbIX MPOSIBNEHWN, MOBbILIEHUE MapKe-
pOB BOCManeHusi, NO3OHIOK AMArHOCTUKY U Hanuune KoMop-
o6uaHocTu, B nepyto odepeab CC3 [1, 2, 4, 7]. YBenuyeHune
kapguoBackynsipHoro pucka npu AC cBs3biBalOT IMaBHbLIM
06pa3oM C XPOHMYECKUM CUCTEMHBLIM BOCMANeHWeM, KOTO-
poe cnocobCTBYET paHHEMY Pa3BUTUIO U BbICTPOMY Nporpec-
CMpOBaHUI0 aTepocKrepo3a U CBA3aHHbIX C HUM 3abonesa-
HWIA, @ Takke OKasblBAeT MPsSIMOE MMMYHOBOCMANUTENnsHoe
BO3[ENCTBME Ha TKaHW cepgua v cocynoB ¢ hopMMpoBa-
HWUEM aopTuTa, KnanaHHoW naTonoruv, apuTMui u Gnokag
cepgua, pemMoaenvMpoBaHus MUOKapha M ero AUCEHYHKUUM

[2, 7, 8] (puc. 7). MNMpoBocnanutenbHble LUTOKWHbI BO3AEN-
CTBYIOT HEMOCPEACTBEHHO Ha TKaHW (3HOOTENWI COCYyOOB,
MWOKapA, SHTE3NCbl 1 Ap.) N ONoCcpeaoBaHHO Ha OCb rMnoTa-
namyc-rmnodus-Hagno4YeYHKN, HEraTUBHO BAMSIIOT Ha KIto-
YeBble 3BEHbS KapAMOpeHarnbHOro 1 Metabonuyeckoro KoH-
TWHYYMOB, OKMCIUTENbHOro CTpecca, CUCTEMbl reMocTasa,
4YTO CMOCOBCTBYET HAKOMMEHUO TPaAULMOHHBLIX (DaKTOPOB
pucka B nonynsauuu naumeHtoB ¢ AC [2]. K Begyumm npum-
YMHaM BbICOKOrO KapAuoOBacCKyNApHOro pucka y nauvMeHToB
¢ AC OTHOCAT reHeTU4YecKkyto npeapacnonoXXEeHHOCTb U He-
raTvBHOE BMMSHWE MPOTMBOPEBMATUYECKMX NpenapaTtoB Ha
CepaeyHo-CoOCyanCTy0 cucteMy. B peanbHOWM KnMHU4YecKom
npakTuke y naumeHtoB ¢ AC, kak npaBurno, MMeeT MecTo
CMHeprust ykasaHHbIX Bbllle hakTopoB. B yacTtHocTw, y Ha-
Lero nauueHTa BbisiBNeHbl OTAroLeHHbIN no CC3 ceMenHbIn
aHaMHes, KypeHue, OXvpeHne 2-in CTeneHn, HapyLueHne To-
NepaHTHOCTN K [NIoKo3e, AMCIUMMAEMUS, TUNEPypUKeMus,
ManonoaBMXHbIM 0bpa3s Xn3HW, a Takke NO3UTUBHOCTb MO
HLA B27, 6onbLuas npogormkmTensHocTb (6onee 35 net) m
BblCOKas akTMBHOCTb AC, 4TO accouMmpyeTcsi C NOBbILLEHN-
€M cepaeyHo-cocyancTon 3aboneBaemMoCTV U CMEPTHOCTW.
[Mpu AC ycTtaHoBneHo ysenuyeHue pucka pas3sutua NBC un
ee ocnoxHeHun [2, 7], a gebot AC B monogom Bo3pacte u
noBblleHHble ypoBHN CPB conpspkeHbl C BbICOKMM PUCKOM
paHHero passutuga MIBC [9]. Mpu komnnekcHom obcnenosa-
HWM Hallero nauueHTa BbISBMEHO KIMHUYECKN He3Haunmoe
aTepocKnepoTnyeckoe nopakeHnwe npaBon KOPOHaPHOW ap-
Tepun co cteHo3oM a0 40%, a Takke OOLIMX COHHbIX U Be-
ApeHHbIX apTtepuin — Ao 20%. TskecCTb KNMHUYECKMX NPOosiB-
nexHun B GonbLuen cteneHn Obina obycnosreHa KnanaHHON
naTtonorven, npmeegLlen K opMrMpoBaHMIO 3aCTONHON cep-
[Ee4YHON HeJoCTaTOMHOCTH.

AopTanbHas HeaOCTaTOYHOCTb SBMSETCH XapaKTepHbIM,
HO peakum cepaedHo-cocyamncTeiM npossneHnem AC [1, 10].
Ee cdopmupoBaHme obycnoBrneHo He TOMbKO XPOHUYECKUM
aopTMUTOM C nocneayLLen gunartaynent KOpHst aopTbl (OTHO-
cuTenbHas aopTanbHas He[oCTaTOMHOCTb), HO 1 NBpPO3Mpy-
IOLLMM BanbBYNMTOM aopTanbHOro knanada. o pesynsratam
rMCTONOrMYECKOro UCCNeaoBaHNs TKaHW KranaHoB U CTEHKM
aopTbl, Npu AC 0BOHapy>1BalOTCS OTEK, BOCMANUTENbHbIE U
AereHepaTvBHble U3MEHEHWNS CTPOMbI UHTUMbI, Meava 1 ag-
BEHTMLMW C MOPaxXeHnem vasa vasorum (06nmTepupyoLmn
3HOAPTEPUUT), YTO CO BPEMEHEM NPUBOAMUT K hNBPO3HO-pY6-
LIOBbIM U3MEHEHUSAM CTEHKM aopTbl U CTBOPOK KrnanaHa, ne-
pvaopTarnbHOn xupoBon knetyatku [5, 10]. AopTUT OTHOCAT
K MO34HMM KNnHM4ecknm nposeneHmam AC, ogHako 3To CBS-
3aHO B GonbLUen CTeNeHn ¢ 3ano3fganon AMarHOCTUKOW Npo-
uecca. Aoptut npm AC yacTo npotekaeTr MarnoCUMMITOMHO
W ONarHocTMpyeTCcs PeTpOCrekTUBHO, NOCKOMNbKy Havnbonee
OOCTYMNHbIN MeToad AmarHocTukm OxoKI nossonsieT nocta-
BWTb OMarHo3 TOMNbKO Ha CTaamMn OPMUPOBAHUSA BblPaXEH-
HbIX MOCTBOCNanNUTENbHbIX (PUOPO3HBLIX N3MEHEHUIN B BUAE
Avnatauuy aopTbl U aopTanbHOro Nopoka.

BHegpeHune B NoBCeOHEBHYIO KMMHUYECKYHO NMPaKTUKY CO-
BPEMEHHbIX METOA0B ANArHOCTUKM MarHUTHO-PE30HaHCHOMN,
KOMMBIOTEPHON W MO3UTPOHHO-3MUCCUOHHON TOMOrpadgumm
cepaua Mno3BONUT OCYLLECTBNSATb CBOEBPEMEHHYIO AMarHo-
CTUKY He TOMbKO aopTnTa, HO 1 NeprMaopTUTa Ha paHHUX CTa-
AVSX, 8 CBOEBPEMEHHOE Ha3HaYeHne akTUBHOW MPOTUBOBOC-
nanuTenbHOW Tepanuu JacT BO3MOXHOCTb MpeaynpeanTb

3 AHKUNo3upyoLWmMin cnoHamnuT: PepepanbHbie KNUHUYeckne pekomeHngaumun. Accoumnauusi PeematonoroB Poccumn. 2018 r. URL: https://

library.mededtech.ru/rest/documents/cr_175/ (05.11.2024).
4 Tam xe.
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UnNn 3ameanuTb HeobpaTuMble CTPYKTYPHbIE U3MEHEHUS B
TKkaHsAXx. Kpome naTeHTHOro TeveHus elle ogHoM 0COBEeHHO-
CcTbio aoptuTa npu AC ABRSIETCS NTOKarnbHOE MOpaXXeHue B
obnacTu KOpHS 1 BOCXoAsLIero otaena aopTel. B natorene-
3e AC BeayLasn ponb NPUHAONEXNUT NOPAKEHNIO SHTE3UCOB
(obnacTb MpUKpenneHnss CBA30K, CYXOXWUIMA U CYCTaBHbIX
Karncyn kK koctam). NepBnYHO BO3HMKAET BOcnaneHve c ge-
CTPyKUMEW TKaHW, U TONMbKO MOTOM B MeCTax BOCManeHus
pasBMBaeTca ocTeonponudepaums ¢ popMrpoBaHMEM
cMHOECMOUTOB U 3HTE30UTOB. OBHapy>XeHO, YTO TKaHu
B MeCTe MPUKPENIIEHNsA aopTarnbHOro kranaHa K aopTte u
nepudepryeckne IHTE3UCHI UMEIOT MMCTONOrMYecKoe cxoa-
cTBO. Mo pesynsratam 3KCnepuMMeHTanbHbIX UCCreaoBaHnn
B TKaHAX KOPHSI aOpTbl U aopTarnbHOro Knanaxa, Ho He B Mu-
okapae, npy AC BbIsiBNEHbI pe3VAEHTHbIE T-KNEeTKM SHTe3unC-
Hou TkaHu. CBepxakcnpeccus nHtepnenkmHa (M)-23 in vivo
npvBoamMna K vHduneTpaumm T-kneTkamu, Makpodaramu un
HelTpodmMnamu TKaHeW B MeCTe MpUKPENsieHns aopTanb-
HOro KnanaHa Kk CTeHke aopTbl n B 9HTesucax [11, 12]. Co
BpemMeHeM BocnaneHne n gmbpos MoryT pacnpoCcTpaHaTbCS
B HIDKHIOIO YacTb MeXnpeacepaHon neperopoaky B obnacte
AB y3na c pasBuTMeM HapyLleHu/ NpoBOAMMOCTU U B 06-
nacTb aopTO-MUTParnbHOrO coeanHeHus ¢ OpPMMPOBaHNEM
yTONnwieHnsa aHAokapda B Buae rpebHs («cybaopTanbHbiv
rpebeHb» unu «subaortic bumpy» [10]), a Takke yTonweHNs
1 gedopmauun CTBOPOK aopTanbHOro M MUTPanbHOrO Kna-
naHoB. OnvcaHbl pefkune criydyanm nopaxeHusk KOPOHapHbIX
aptepun npu AC [13, 14]. Y 6onblimHcTBa NaumeHToB ¢ AC
HabntogaeTca OTHOCUTENbHO A0OpPOKaYeCTBEHHOE TeveHue
aopTanbHOro Mopoka, ero MeanieHHoe OpMUpOBaHME B
TeYeHne MHOrMX fneT C pa3BuTMeM aopTarnbHON perypruta-
ummn 1-2-i1 ctenenn. OgHaKo y YacTu NaumMeHTOB BO3HMKAET
TsKenas aopTanbHasa peryprutaums, Tpebytowas xvpypru-
Yyeckon koppekuun. CoveTaHHble 1 KOMOWHMPOBaHHbIE Kna-
naHHble MOPOKM He xapakTepHbl npu AC. dopmupoBaHue
CTEeHO3a YCTbA aopTbl OCOBEHHO C ero Kanbuudurkaumen,
BEPOATHO, He cBadaHo ¢ AC, a 0byCcrnoBrneHo MexaHn3Mamu
natoreHesa, CXoxumMu ¢ o6uler nonynsumen. HegocraTou-
HOCTb MUTPanbHOrO KrnanaHa BO3HWKaeT pexe BCneacteue
pacnpocTpaHeHus ubposa ¢ cybaopTanbHbiX TKaHEN Ha
nepenHIo CTBOPKY MUTpanbHOro knanaxa [5, 10]. Y Hawero
naumeHTa, cornacHo pesynsratam IxoKI 1 MCKT-naHaopTo-
rpachmu, Gbin BbISBNEH CIOXHbIA aopTarnbHbI MOPOK BCrea-
CTBME XPOHMYECKOro aopTuTa C Aunaraumen KOpHsi aopTbl U
HUBPO3MPYIOLLIMM BarbBYIIMTOM, NOATBEPKAEHHBIN NPUXKN3-
HEHHbIM MMCTONOrMYECKMM NCCreA0BaHNEM OMnepaLMOHHOTO
martepuvana, 4To coBrnagaeT C AaHHbIMK nuTepatypsl [5, 10].
dopmurpoBaHMe TSXKeNow aopTanbHOW peryprutaummn y aaH-
HOro nauMeHTa obycroBneHo AnutenbHbIM, 6onee 35 ner,
TeyeHnem AC M OTCYTCTBMEM CUCTEMAaTMYECKOW MPOTMBO-
BOCNanuTenbHOW Tepanun, BO3MOXHO, HOCUTENbCTBOM reHa
HLA B27. MutpanbHasa peryprutaums 6bina BTOPUYHON MO
OTHOLLEHMWIO K MaTornorMm aopTarnbHOrO KranaHa v cBa3aHa
C HapyLleHMeM BHYTPUCEPAEYHOW reMoavHamukn (Mutpa-
nusauyen aoptanbHoro nopoka). Mpu koHTponbHOW IxoKI
nocne onepaTnMBHOIO BMELLATENLCTBA MUTParbHasa perypru-
Tauusa 6bina B npegenax usmMonornyeckon 1-i crenexu.

Mo paHHBIM NUTepaTypbl, y GOMbLIMHCTBA NALMEHTOB C
AC nmeeT MeCTO XOpOLLUIA AOMNFOCPOYHBIA UCXOL, XVpYpru-
YEeCKOW KOPPEeKUMU MOpoKa, OAHAKO MPOrHO3 XMPYPruyecko-
ro BMeLLaTenbCTBa 3aBWCUT OT aKTMBHOCTU BOCManeHus.
OnwvcaHbl cnyyan nocneonepaLoHHON HECOCTOATENBHOCTM
npoTesa kranaHa BCNeACTBME aKTMBHO MPOTEKaloLWmx aop-
TUTa W nepvaopTuTa, KOTOpble MNOoTpeboBanyM MOBTOPHOrO
BMelwatensctea [5]. MNpy nnaHuMpoBaHWW XUPYPrnyeckoro

BMeLLATENbCTBA HA aopTarnibHOM KnarnaHe nauyueHtam ¢ AC
peKoOMeHO0BaH NepuonepaunoHHbIA MPUEM MMMYHOCYNpeC-
CMBHbIX MpenapaToB AN KOHTponsa akTmeHocTn AC n ynyy-
WweHns ucxopga onepauuu [5, 13]. B Hawem KNMHMYECKOM
crnyyae naumeHT Obln MHOTOPOAHMM, Y peBmarornora He Ha-
6ntogancs, NpoTMBOPEBMATUYECKYIO Tepanuio He NpUHUMan.
BBuay oTCyTCTBUA TSXKENbIX CMCTEMHBbIX NposirieHnn AC, 3a
UCKIMIOYEHEM KranaHHOW naTonorum, 66ino NpuHATO pelue-
HMe MPOBECTWN XMpypruyeckoe BMmeluaTenscTBo 6e3 nmpoTtu-
BOBOCManMUTENbHOW Tepanuu ¢ pekoMeHZaunen nHnyunauum
NeYeHns1 MIMMYHOCYMNPECCHBHBIMM NpenapaTaMmm nocre Bbl-
NMCKU NoA HabnopeHvem peBMartonora no MecTy XWTemnb-
ctBa. [Nocregyrowmii oTka3 Hawero nauueHta oT Habmio-
OEeHVs peBMaToriora 1 NpoTMBOPEBMATUYECKON Tepanun He
TONbKO CTan OOHOW U3 NMPUYUH Pa3BUTUSA TpeneTaHusa npea-
cepanii U OCTPOWN AeKOMMeHcaunn cepaedHon HegocTaTou-
HOCTM, HO 1 NOCTaBUI NOA COMHEHWE AOMNTOCPOYHbIN MPOrHO3
onepaTuBHOIO BMeLLATENbCTBA.

HoctartoyHo vacto (B 10-33% cniyyaeB) npu AC gunarHo-
CTMPYHOT HapyLUEeHWs1 puTMa 1 NPOBOAMMOCTM CepALa, KOTo-
pble 0ObIYHO MpeaLwecTBYOT APYIMM KapauanbHbIM MPosiB-
nexuvsam [7, 15]. Hanbonee yacto peructpupytot AB 6nokaagy
| crenenun, pexe — AB 6riokagy IlI-Ill cteneHen n Grnokany
HOoXek nyyka uca [2, 7]. Mo faHHbIM LWBEeJCKOro perucTpa, y
naumeHToB ¢ AC puck pa3suTtusa AB 6rniokaabl yBenuyeH B 2,3
pasa, pubpunnsaummn npegcepoun — B 1,3 pasa, umnnaHTa-
LW 3NeKTpoKapanocTumynsitopa — B 2,1 pasa no cpaBHeHUIO
c obuien nonynsumen [16]. AB 6nokaga npun AC passuBaeT-
Csl MNPV aKTVBHOM BOCManeHun B MUOKapAe Mexnpeacepa-
HOW neperopoaku v / unn gucdyHkunn AB y3na Bcneactene
obnMTepupyloLLero aHgapTepuuta Menkux CocydoB, Kpo-
BocHabxatowmx AB ysen [2]. Puck passutus mbpunnsaumm
npeacepaoun y naumenToB ¢ AC B 1,8 pasa Bblille, YeM Yy nuL
6e3 AC BcrneactBue M30bLITOYHOrO MOCTBOCMNANUTENBHOMO
rbpo3mpoBaHna MUOKapaa, MPOBOASLLEN CUCTEMBI cepaua
n anukapga [7, 15]. Takum obpasom, umerowmecs y nauu-
eHTa HapyLwweHnss AB npoBogUMOCTU U pUTMa ABMSAOTCA TU-
nnyHbiMy aAnst AC 1 TpebyoT AnHaMmMyeckoro HabnoaeHns u
KOppPEKLUMM B CBA3N C HEOGNAronpusiTHeIM NPOrHO30M.

[octaTtoyHo HenpocTbiM ABnsieTca anddepeHumnansHbIv
AvarHo3 npuyuH 6onun B obnactu cepaua y Hawero nauues-
Ta. MNpy HaNMuUM TUNWYHBIX ONA CTEHOKApAMM XapakTtepa
oonu, ee nokanusauun, cBA3M C PU3MYECKON Harpy3kom u
3(pPEKTMBHOCTM KOPOTKOAENCTBYIOLLMX HATPATOB UMEIOT Me-
CTO M HETUMUYHbIE MPU3HAKUN: NOSIBNIEHNE XOKEHUS B MOKOE B
NnonoXeHun nexa, 6onbluias NPoAcImKMTENbHOCTL A0 30—40
MUWH, KynupoBaHue 60y npu U3MeHeHUN MNOSOXKEeHUs1 Tena.
Bce 310 npegnonaraet CnoXHbI U1 MHOTO(AKTOPHBIN reHes
6onn. KapgmanbHbiMu npudvMHamMy 6onm MOryT BbICTynaTb
TshKenas aopranbHas HeAOCTAaTOYHOCTb M KOPOHAPHBIN aTe-
POCKIepo3, KOTOpble B YCMOBUSX HW3KOrO AMACTONNYECKOrO
OaBrneHnst B aopte He MoryT obecneunTb afekBaTHYO nep-
dy3uto MMoKapAa npu yBenuyeHHon paboTte cepaua Bcrnen-
cTBUe neperpy3km obbemom J1XK, ocobeHHo npu oranyeckom
Harpy3ke. emogmHamuyeckun reHe3 Gonmu nopTBepxaaeT
akT nc4esHoBeHus xanob n 30H runokmHesa npu IxoKI™ no-
Crne XUpypruyeckon Koppekumm nopoka. HekapguanbHbiMu
npyynHaMy G6onm ABMAOTCS HanuMuMe y nauneHta KudoTtu-
yeckor gedopmaumm NO3BOHOYHMKA M COMYTCTBYHOLLEN €W
MexpebepHoW HeBpanrim, a Takke rpbiky MULLIEBOAHOMO OT-
BepcTusa Anadparmbel. Bce 310 B COBOKYNHOCTU 3aTpygHSieT
NpaBUSIbHYK OMArHOCTMKY KapauanbHOW naTtonorum v oby-
CINOBNMBAaET pasHbI TepaneBTUYECKUIA NOAX0L NpU BeAeHUN
AaHHOro naumeHTa.
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ELle ogHOM NPUYMHON yBENWYEHNS Kap4noBacKynsapHOro
pucka npu AC gaBnsetcsa wunpokoe mcnonb3oBaHne HIBIT,
KoTopble aBnstoTca npenapatamu 1-i nuHum Tepanum AC B
CBS13U C MX CMOCOGHOCTBLIO 3aMeansiTb PEHTreHONormyeckoe
nporpeccMpoBaHne MOpaXKeHWs1 NO3BOHOYHMKAS. 3BecTHO,
yto HIMBI yBEnNM4YMBaKOT 4acToTy Cepbe3HbIX CepaeyYHO-Co-
CyAnCTbIX cOBbITUA B 0OLLEen nonynsaumum He3aBMCMMO OT ce-
NEKTUBHOCTWN MHIMBMPOBAHUS LIMKIIOOKCUreHasbl, 0COBEHHO Yy
nauneHTOB C BbICOKUM U OYEHb BbICOKMM CEepAe4HO-CoCcyan-
cTbiM puckom. OpgHako BnusiHne HIMBIM Ha TedeHne CC3 npu
AC n3y4yeHO HegoCTaTOvHO. Bbino BbickazaHO npeanonoxe-
Hue, yto HIBIM npn AC mMoryT 3ameansatb nNporpeccupoBa-
HMe aTepockneposa BCMNeACTBME YMEHbLUEHUS akTUBHOCTU
BOcnaneHus. B pspe nccnegoBaHMI noka3aHo, YTO OTCYT-
cTBve unu HeperynapHoe npumeHeHune HIMBIM npu AC 6bino
CBS13aHO C YBENUYEHWEM CMEPTHOCTU 1 HebnaronpuaTHLIMU
ncxogamu CC3. CornacHo pesynsratam hpaHLy3CcKoro Ko-
rOPTHOro MccrnegoBaHua ¢ yvactmem 22 929 naumeHToB C
AC, npumenenne HIMBIM (SHR 0,39 (0,32-0,50); p < 0,001) n
nHrnéutopos PHO-anbda (SHR 0,61 (0,46-0,80), p < 0,001)
ObINo cBA3aHO ¢ 6onee HU3KNUM PUCKOM BO3HUKHOBEHUSA Ce-
pbe3HbIX HeBnaronpUATHLIX CepAeYHO-COCYANCTbIX COBbITMI
[16]. OgHako aTK pesynbTaTtbl CnefyeT MHTepnpeTupoBaTb
OCTOPOXHO, T. K. M3Ha4ansHo HIBI1 mornn 6biTb pekomeH-
OOBaHbl TONbKO nauneHTam 6e3 daktopos pucka n CC3.

B apyrux nccnegoBaHusax nonyyeHbl NPOTUBOMNOMNOXHbIE
pesyneratel [2, 17]. B 4yacTHOCTW, B KOPENCKOM KOrOPTHOM
UccrnefoBaHnM y NauueHTOB C BMNepBble AMarHOCTUPOBAaH-
Hbim AC 6e3 npegwecTtyowmnx CC3 ncnonb3oBaHne 60nb-
wmnx gos HIMBIM 6bino accouunpoBaHo ¢ 6onee BbICOKMM pu-
ckom pa3sutna CCS, sknodasa NBC, MHCYNbLT 1 3aCTONHYO
cepaevHyto HegocTaTodHocTb [17]. KoHTponb BocnaneHus ¢
NMOMOLLIbIO COBPEMEHHbIX MPOTMBOPEBMATUYECKUX Npenapa-
TOB He TOMNbKO yryyluaeT Te4eHne 1 NporHo3 peBMaTn4ecKmx
3aboneBaHuin, HO U CHUXaeT KapAMOBaCKyNspHbIA puck. Pa-
Hee MpoBeAeHHble UCCreaoBaHUs nokasanu, Y4TO MHrMbu-
Topbl ®HO-a [18] nonoxuTensHo BNUSAIOT Ha ucxoabl CC3,
a uHrnbutopsel WI-17 [19] He okasbiBalOT CyLLECTBEHHOrO
BMMSAHUSA Ha CEpAEYHO-COCYAUCTY0 CMEPTHOCTb M 4acToTy
Cepbe3HbIX CepaeyYHO-COCYQNCTbIX CODObITUI Yy NALMEHTOB C
AC. MNpeacTaBneHHbIN NauneHT UMEET OYEHb BbICOKUI Kap-
AVOBAaCKYNSPHBIA PUCK, YTO ncknodaeT npumeHeHve HIBI
B Ka4ecTBe Tepanuu 1-n NMHUK. Y4nTbiBas BbICOKYHO CTEMEHb
aktmeHocTM AC, C Halleln TOYKN 3peHns, NaumneHTy nokasaHbl
nHrmbutopbl PHO-a nnu nurnbutopsl UI-17, kotopble ume-
10T GnaronpusiTHbI Npodune kapamobesonacHocTn. OKOH-
yaTernbHoe pelleHne O BblIbope NPOTMBOBOCMANMUTENBHON
Tepanuu [OMKeH npuHMMaTb pesmartonor. Npeponepaum-
OHHYI0 NoAroToBky naumeHToB ¢ AC AOMKHbI OCYLLECTBNSATh
KonnervansHO Bpay-kapAavonor 1 Bpay-peBMaTonor ¢ Lenblo
MakcMMarnbHO kKoMneHcmpoBaTk nposieneHns XCH n goctnyb
MUWHMMAanbHOW cTeneHn aktnsHoctn AC.

3akno4yeHue

MpencTaBneHHbIN KIUHUYECKUA Crydar OeMOHCTpUpY-
€T BaXXHOCTb KOMaHAHOro NoaxoAa K BEAEHWO MaLMEHTOB C
KOMOPOWAHBIMM PEBMATUYECKMMU U KapO4UOBaCKyNspHbIMM
3aboneBaHusMU. YCunusi BCeX Bpayei, OCYLLECTBISIHOLLMX
Kypauuto naumeHTtoB ¢ AC, JOMmKHbI ObITb HanpaBneHbl Ha
aKTMBHYIO AMArHOCTUKY W NeYeHue peEBMATONOrMYeckon u

KapAavanbHOW NaTonorum, CKPUHUHI (hakTopoB pUcka 1 MOHW-
TopuHr CC3, Ha4yMHas C MOMEeHTa yCTaHOBMEHUS AMarHosa.
Xopollee B3anMOAENCTBE MeXAy Bpadyamu pasHbIX crewm-
anbHocTen 1 nauneHToM obecneynT onTMMansHoe yrnpasne-
HVe cepAeYHO-COCYANCTBIMU PUCKaMW.

BnaropapHocTb

Bnarogapum kapauoxupyprudeckyto 6puragy HAW kap-
avonorun Tomckoro HAML] 3a coBMecTHyto paboTy.
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