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Aptepunt Takasicy (AT) — peakuit CHCTEMHBII BaCKYJINT, Xa-
PaKTePU3YIOIINICSI XPOHMYECKUM ITPOTPECCUPYIOIINM TpaHyJIe-
MaTO3HBIM MTAHAPTEPUUTOM aOPTHI U €€ OCHOBHBIX BETBEH C BO3-
MOXHBIM BOBJICYCHUEM KOPOHAPHBIX W JIETOYHBIX aptepwii [1].
AT OTHOCHTCS K ayTOMMMYHHBIM PEBMATUYECKIM 3a00JIEBAHUSIM,
CBSI3aHHBIM C Pa3BUTHEM I1aTOJIOIMYECKOr0 MMMYHHOIO OTBETa
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Ha KOMITOHEHTbI COOCTBEHHBIX TKaHel. Pe3ysratoM XxpoHMYecKoro
VMMYHHOTO BOCHIAJIEHUS SIBJISIIOTCS IECTPYKLIMS DTTACTUUECKUX U
[JIAIKOMBIIIEYHbIX BOJIOKOH, (hrubpo3 apTepuii ¢ hopMrupoBaHUEM
COCYAVICTOTO IMTOBPEXIEHNSI, CTEHO30B M OKKJIIO3MA. [1py cHIDkKeHUmn
TIPOYHOCTU ¥ DJTACTUYHOCTU apTepUabHOW CTEHKU BO3MOXHO
pa3BUTHE aHEBPU3M C TTOCJIEAYIOIINM TpoMOooOpa3oBaHueM [2].
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AT ne6rotupyet B MojionoM Bospacte (15—40 et) v 3HaYuTeTIbHO
yaile AMarHocTupyercs y xkeHiuH (80—90%) [1].

MHoroo06pa3ue KIMHu4YeCcKuX nposiiaeHuit AT 1 ero ociox-
HEHUI KaK y JeTeil, Tak U Y B3pOCIbIX 00YCI0BIEHO MHOTOYPOB-
HEBBIM ITOPaKeHNEM aOPTHI U €€ BETBEIA, UYTO HEPEIKO MPUBOIUT
K UIIIEMUU KPOBOCHAOXaeMbIX OpraHoB. KiimHu4ecku 3Ha4MMBble
MPU3HAKY UIIEMUU, KaK MPABUIIO, TIOSIBIISTIOTCSI B XPOHUYECKYIO
(asy 6os1e3HM MO Mepe MPOrpecCupoBaHmsl CUCTEMHOTO BOCIIA-
JICHUS] U PA3BUTHST BBIPAXKEHHBIX COCYIMUCTBIX U3MEHEHMIA (CTe-
HO30B M OKKJII03ui1) [2].

OTHONOTHA ¥ IATOTEeHe3

Oruonorust AT octaeTcst HeSICHOI, a MEXaHU3MbI TATOTeHe3a
TpeOyYIOT najibHeliero udydyeHus. Pazsutrie AT BbI3BAHO MHOTMMU
dakTopamu, BKIII0Yasi ayTOMMMYHHBIE PEaKIMK, BOCHIATUTEIbHbIE
npolecchl (BUpYyCHbIe U OakTepuaibHble MH(MEKIIUU), TEHETH-
YECKYIO MPeIPacoNoXeHHOCTb. B inutepaType o0cyxaaeTcs ru-
TOTe3a POV TUTIEPICTPOTEHEMUH, TIOCKOIBKY ne6ioT AT yacto
Ha0II0JaeTCsT Y MOJIOJBIX KEHIIUH U Y IeTeil B MyOepTaTHOM Tie-
puone (ctapiie 9—10 1eT), YTo MOXeET ObITh CBSI3aHO C TOPMO-
HaJIbHBIM MCOalaHCOM, BHOCSIIIMM BKJaJ B Pa3BUTHE ayTo-
MMMYHHBIX Mpoueccos [3].

CortacHo pe3yJisTaTaM reHeThYeckux ucciaenoBanuit, AT ac-
COLIMMPOBAH C JICMKOIUTAPHBIM aHTUTEHOM uesioBeka HLA-B52
(cepotunt HLA-BS5) u, Mo MHEHUIO HEKOTOPBIX aBTOPOB, T10 PSILY
KJIMHUYECKMX U TeHETUUEeCKUX (haKTOPOB MOXKET pacCMaTpUBATHCS
B KOHTeKcTe 0ojie3Heit «MHC-I-opathy» [4]. Amens HLA-B*52
OInpeaessieT paHHUI Bo3pacT Hayajla 3a00jieBaHUsI, Pa3BUTHE
aopTaibHOl peryprutaiiu (AP), nucdyHKIIMY JIEBOTO XeJTy10uKa,
3acToitHol cepaeuHoit HenocTarounoctr (3CH) u mpakTuaecku
Bce aHaTomuyeckue Tunbl (AHT) mopaxkeHus aopTsl, 3a HUC-
kimoueHreM I tuma [5]. DTo 00BSICHSIET BLICOKYIO YaCTOTY Kap-
JIMOBACKYJISIPHOU MaToJornu, WHGapKTa Jerkux, CTeHo3a Mo-
yeyHbix aprepuit (ITA) u uepedpoBacKyIsIpHbIX 3a00JeBaHUI
(LIB3) y nauuenToB ¢ AT. Kak mpaBujio, nalMeHTbl ¢ HaJIUYUeM
aytenst HLA-*B52 xXyXe OTBeYaloT Ha CTaHIAPTHYIO Teparnio
VMMYHOJIETIPECCAaHTAMU M HYXXAAIOTCS B Ha3HAYEHUU T€HHO-
nHXeHepHbIX ouonoruveckux npenapatos (MBIT). Cuuraercs,
YTO TMOBpexaAeHue cocynoB npu AT BO3HMKaeT B pe3yJibTare
KJIETOYHO-OTMOCPEIOBAHHBIX ayTOUMMYHHBIX TpoueccoB. Llu-
TOTOKCUYECKasi aKTUBHOCTb MHGWIbTpUpytomux NK-kieToxk,
vd-T-xnetok 1 CD8+ T-KIeTOK MOXET BBI3bIBATH OBPEXICHUE
COCYZIOB 3a CUeT BBICBOOOXIEHUS ep(oprHa Ha TTIOBEPXHOCTh
KJIETOK DHIOTEJINSI apTepuaibHoii cteHku [2]. B npouecce pas-
BEpPTHIBAaHUS Kackaga ayTOMMMYHHBIX PeakIMii MOBBILIAETCS
ypoBeHb BocrnanuteabHbix T-xennepHwix 17 (Thl17) u T-xen-
nepHbix 1 (Thl) xierok, mpoBocHalUTENbHBIX HUTOKUHOB,
Takux Kak nHTepdepoH Y, (hakrop Hekposa omyxonu o (PHOw),
untepineiikud (UJ1) 6, UJI8 u MJ117A [6]. C moMOILbIO ITOJTHO-
TeHOMHOTO acCOIIMAaTUBHOIO McciaeaoBaHus (genome-wide as-
sociation studies, GWAS) ObUIM ycTaHOBJIEHBI JIOKYChI BOCIIPU -
umunBoct K AT — [ILI2B, IL6, TNFA, RPS9/LILRB3,
FCGR2A/FCGR3A v ip., KOTOpBIE TIPECTABIISIOT COOOM MOTEH-
MaJibHble MUIIEHU ISl MmaToreHeTuyeckoit tepanuu AT [7].
HenaBHo ssmoHCKMMY yueHBIMY ObLTH MTOJTyYEHbI JOKA3aTeTbCTBA
BiustHUsI MyTauuii B rene MLX-Q139R na paszputue AT. [laHHas
MyTalMsI TPUBOAUT K (popMUpOBaHUIO MH(PIAMMacoM, C1Oco6-
CTBYIOLIMX CO3PEBAHUIO U CEKPELIMU MPOBOCTIATUTENbHBIX LM~
toknuHoB MJIIP u WJI18, yyacTBylOlIMX B aKTUBALIMKU ayTO-
nUMMYyHHOTO Bocmanenus rpu AT [8].
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WctunHas pacnpoctpaHeHHOCTh AT HeusBecTHa M3-3a
penKol OMarHOCTUKU, OOYCJIOBJICHHOUW OTCYTCTBUEM IMATOTHO-
MOHUWYHBIX CUMIITOMOB 3a00JieBaHusl. [1o qaHHBIM psina anuje-
MUOJIOTUUECKUX UCCTIeoBaHui, AT perrcTprpyeTcst TOBCEMECTHO,
HO €T0 9acTOTa BapbUPYETCS B 3aBUCUMOCTH OT T10JIa M BO3pacTa
OOJIbHBIX, TeorpauuecKoro peruoHa, pacoBoii M 3THUYECKOM
npuHamIIekHOCTU. 3a0oeBaeMocTb AT Bo BceM MUpPE COCTaBIIsSIET
0,42—3,4 cnyyast Ha 1 MJIH B ToA. YpoBeHb 3a00JieBa€MOCTHU
BbIllIe B cTpaHax Azuu, FOxHoit AMepuku u Cpean3eMHOMODDSI.
Hauboree Bbicokuii mokaszaresb pacnpoctpaHeHHOCTU AT (moutu
40 cnmygaeB Ha 1 MJIH) 3apeTUCTpUpOBaH B SAMOHWM, caMblii
nuskuii (0,3 Ha 1 MutH) — B Bennmko6puranun. MakcumanbHast
exeronaHas 3aboeBaeMocThb (100—200 ciryyaeB) TakKe BbISIBIEHA
B SlnoHuu. B nocieaHee BpeMs yBenmuyeHue yncia ciydaeB AT
Habmoaercs B crpaHax 3anaaHoit Espornbl (o1 0,3 10 1,5 ciiyyaes
Ha 1 MJTH B3pocJioro HacesieHus ), a B CeBepHOIt AMepuKe o0111as
3a00J1eBa€MOCTD OLleHUBaeTcs B 1—2,6 ciaydas Ha 1 mut [9]. TTo-
KazaTes M 3a00JIEBaEMOCTH 1 PacIIpocTpaHeHHOCTH AT y B3pOCIIbIX
HECKOJIbKO BbIlLe, yeMm y aeteid. Eciau 3aboneBaemocth AT y
B3pocJbix Kojieobsercs ot 0,3 1o 3,4 Ha 1 MJIH B roj, a pacrpo-
crpaHeHHOCTb — oT 0,3 10 40 cityyaes, TO y IeTei, MPOKMBAIOIINX
B EBporne (Harpumep, B LlIBennn), oHa cocrasisiet 0,4 cimydast
Ha | MJTH IETCKOTO HaceJICHUSI, a B CTpaHax A3MH, B YaCTHOCTH B
IOxHoit Kopee, — 0,04 (a1 nereii B Bo3pacte oT 0 10 4 J1eT) u
0,63 (s meteii B Bo3pacte ot 15 10 19 siet) Ha 100 ThIC. 1ETCKOTrO
HacesneHus [10, 11] He Bo Bcex cTpaHax BeieTcsl yueT U dIue-
Muosnorndeckuit Monutopurr AT. Haripumep, B Kutae npusoasitest
JAaHHBIE TIO OMHOU WJIM HECKOJIBKUM MpoBUHIIMAM. Tak, Y. Sun u
coaBT. [ 12] coobmman, yto B 2015—2017 IT. pacnpocTpaHeHHOCTh
AT B Illanxae (HaceneHue 14 maH) cocraBuia 7,1, a 3aboseBae-
MOCTb — 3,4 ciydast Ha 1 MJIH B3pocjioro HacejieHus. B aTom mc-
CJeIOBaHUM T'€HAEPHOE COOTHOIEHUE (KEHIIMHBI:MY>KUYMHbI)
ObUIO MeHee BbIpaXeHHbIM y xutesieit Lllanxas — 1,8:1, uro
OJIIKe K pacTipe/ie]IeHUIO y TIAllUeHTOB JeTCKOTO Bo3pacTa. Tak,
B JETCKOM PEBMATOJOTUYECKOM LIeHTpe TTpu YyHIIMHCKOM Me-
JIUIIMHCKOM YHUBEPCUTETE COOTHOIIIEHUE IeBOYEK U MAJIBYNKOB
cocraBuio 1,75:1 [13]. Peakocth AT xapakTepHa U JJis1 CTpaH
bavxnero Bocroka u CeBepHoit Abppuku (TyHuc, Mapokko).
B aTOM peruone ¢ o0uieit YncaeHHOCTbIO HaceaeHus 80 MJTH ue-
JIOBEK ObLIIO 3apeructpupoBaHo Bcero 197 cinyyaeB AT, n3 HuUX
176 (89,3%) y xeniuuH [14]. Cpenu apabCKUX CTpaH TOJBKO B
KyBeiiTe mpoBeneHoO 3MMIEeMHUOJOTUIECKOE UCCIeI0BaHUE, O~
KazaBlllee, YTO pacnpocTpaHeHHocTh AT mpubnuxkanach K 7,8, a
3a00JIeBaeMOCTh — K 2,2 ciIyvasiM Ha 1 MJTH B3pOCJIOro HaceJIeHUsI
[15]. CoracHO maHHBIM TYpEeUKUX HUCClieaoBaTesieii, pacrnpo-
ctpaHeHHOCTh AT y B3pOoC/IbIX MalieHToB B M3Mupe mocturana
12,8 cirygaeB Ha 1 MJTH B3pOCJIOTO HaceJeHMS IIPU COOTHOIICHUM
JKEHIIUH U My>kauH 12:1 [16].

B nenunaTtpuyeckoii momyisiiuu npeodjiagaHue XeHCKOro
I10J1a MEHEE BbIPAXKEHO, YEM Y B3POCJIbIX — COOTHOILIEHUE TEBOYEK
1 MaJIbYUKOB OLIEHUBaeTCs mpuMepHo Kak 1,8:1—3:1. CpeaHuii
BO3pacT febioTa 60e3Hn — 12 J1eT, MK 3a601eBa@MOCTH TTPUXO-
nutcst Ha 10—15 ner. [eHoepHOE COOTHOIICHUE y AETeil TakKe
3aBMCHUT OT PETMOHA MTPOXKMBAHUS U 3THUYECKOM MPUHAIE)KHOCTH.
Tak, B MekcuKe cCOOTHOLIEHME JeBOYEK U MaJbuukoB ¢ AT co-
crapiser 6,9:1, B HOxnoit Kopee — 4,3:1, B CIHA — 3,2:1,
B Typumm — 2,7:1, Bo ®panuum — 2,8:1, 8 Uugum — 1,9:1,
B lOxHoit Adpuxe — 1,7:1 [17—23].

CorjlacHO pe3ysibraTaM MOMYISIIMOHHBIX MCCIEIOBAHMUIA,
COOTHOILIEHUE JIUIL JKEHCKOTO U MY>KCKOTO T10JIa CPEIN B3POCITBIX
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IToka3arenu pacnpoctpaHeHnoctd AT y neteii ¥ B3pOCJIbIX
B pa3HbIX cTpaHax (Ha 1 MIIH HaceJIeHus)

Prevalence rates of Takayasu arteritis in children and adults
in different countries (per 1 million population)

Crpana Jlern ¢ AT B3pocabie ¢ AT
OxHas Kopest 6,3 32,5
IBerms 0,4 6,4
Snonus 1,5 40
BenukoOpurtanust 0,3 4,7-7,1
CIIA 0,1 0,9
Hopserus Hn 7,1
KyseiiT Hn 7,8-9.5
Bpaswius Hn 16,9
Kwurait Hn 7,1
Taunanng Hn 1,0
Dpannus Hn 4,0

IIpumeyanune. Ha — HeT naHHBIX.
|
nauueHToB ¢ AT Bblllie, yeM cpeau aeteii. Tak, reHaepHoe cooT-
HOIIIEHWE CPEIM B3pOCIbIX ManeHToB ¢ AT B MeKcHKe cocTaBIIsieT
9:1, B dnonuu — 6:1, B FOxnoit Kopee — 1,8:1, Bo ®panuun —
5:1 u B Tamnauge — 2,2:1 [24—28]. B tabmmiie npuBeneHa Xxapak-
TepUCTHKA pacripocTpaHeHHOCTH AT B pa3HBIX perMOHaX MUpa.

AHT nopazkeHusi a0pThbi

CylI1eCTBYIOT STHUYECKUE PA3INYMSI B XapaKTepe MOPaKEHUS
a0pThl, KIMHUYECKUX MPOsBIeHUIX U ucxoaax AT kak y nereit,
TaK M y B3pOCIIbIX. Y TTalneHTOB ¢ AedotoM AT mocite 18 neT Ha-
OtonaeTcsT pa3TMYHbBI AaHATOMUYECKUH TTPOMWIbL COCYTUCTOTO
nopaxeHusi. Haripumep, y B3pOoC/IbIX SITOHLIEB ITPeo0JiagaeT mo-
paxeHue AYru aopThl, Y UHAUNLIEB — TPYAHON U OPIOLIHON
aoptel (BA) [29, 30], a'y 80% mauuenToB ¢ AT, TpoKUBaIOIINX
Ha bixxHem Boctoke, BoBiiekaeTcs ayra aopthl U ee BeTBu (11a
AHT) [14]. B Cesepnoii EBporte BoisiBisiercst | AHT ¢ mopaxkeHuem
BeTBeil ayru aopThl [31], B To BpeMs Kak IIb Tum ¢ Bocanutesb-
HBIMU U3MEHEHUSIMU BOCXOMSIIIETO OTAENA, TyTY U BETBEI aOPThI
yaie onpeaensiercss y namueHToB u3 FOxHoit Espornbl [32].
B Taunanpe pacnpoctpaneH IV AHT, xapakrepusytomuiics B
ocHoBHOM nopaxeHueM BbA u I1A [28]. B unnuiickoii koroprte y
neteit B Bo3pacte oT 5 o 11 et npeodnamaer 11 AHT [33]. EB-
poreiickue ucciaenoBaTeM OTMEYAIOT BBICOKYIO pacipocTpa-
HeHHocTh V AHT y ummurpanToB u3 ctpaH A3uu u CeBepHOA
Adpuku [32]. Y neteii yailie Bcero B maToJIOrMYECKHUi MpoLiecc
BoBJIeKaloTCsl BA /U ee BETBU: B TypELIKOI IETCKOM KOropTe
Haubosiee pacrnipoctpaHeHsl IV u V AHT [34], B CIIA —
IITAHT [19]. Y mereii ¢ AT Bo @paniuu (51,2%) u BenukoOpu-
taHuu (64%) npesanuposan V AHT [21, 35]. B Gpasuibckoit
JETCKOI KOropTe BbISIBJIEHA BbICOKAsl yacToTa mopaxeHus BA
(71,8%) u TIA (56,2%) [36].

Knunnyeckue nposiBjieHust
Knunudeckue nposisieHust AT 3aBUCST OT CTaIMU U TSDKECTU
3a0oeBaHusi, HO yacTto AT nmeGroTupyer HecnelnupUIeCKUMU
CUMIITOMaMMU: JIMXOPaJIKOU, aHOpEKCUEl 1 IOTepeit MacChl Tea.
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K cnenuduueckum cocymucteiM cumiromMaMm AT OTHOCSTCS:
CHIXEHUE UM OTCYTCTBHUE ITyJIbca Ha TIepU(epUUECKUX apTepusIX
(IMDA), pasHuiia B aprepraibHOM aaBiaeHnM (AJl) Ha BEpXHUX
KOHEYHOCTSIX, IIYMbI HaJ MOPaXEHHbBIMU apTepUsiMU, KapoTH-
IIWHWS, TIepeMesKaloniascss XpoOMOoTa, CTeHOKapIus, OCTPbIe Ha-
pyieHust Mo3roBoro kpoooopamernust (OHMK), peHoBacky-
nsgpHas runeprensust (PBIY) u petuHonaTus.

Octpas BocriaauTteibHast ¢aza, IPOosIBISIOIAsICs, KaK ITPaBUIo,
apTpaITUSIMU, MUAJITUSIMU, KOXKHOM CBITIBIO M KOHCTUTYLIMOHAJ b=
HbIMU HapyieHusiMu — KH (aHopekcust, nxopanka), uisiiasicst
OT HECKOJIbKUX HEJIeJTb 10 MECSILIEB C PELIMAVBUPYIOILIUM TEYEHUEM,
SIBIISIETCS OOBIMHBIM BapriaHToM AT, Dta ha3a 4acTo He pacIto3HaeTCst
y IeTeil u3-3a Hecreun(UIHOCTU CUMIITOMOB 1 OTCYTCTBUSI Ce-
POJIOTUYECKUX OMOMapKepoB, UTO MPUBOAUT K 3HAUUTETbHBIM
COCYIIMCTBIM TMOBPEXACHUSIM Y TPETH MALIMEHTOB K MOMEHTY M-
arHocTuku [37]. Yactora mo3maHei nuarHoctuku AT y gereii B
4 paza Bbllle, YeM Yy B3pocibiX [38]. OnHaKo Mepuos 3aaepKKu
nuarHoctuku AT y nereit cpaBHUTETbHO MeHbIe (2,5—11,3 Mec),
0 YEM CBUIETEIBCTBYIOT JaHHbBIC UCCIECIOBAHUNA B UHIUNACKOU U
TypeLkoii koroprax [22, 34]. B Kutae y nereii Hanbosiee yacTbIMU
kmHmdeckumu cummnroMamu AT 66 KH (29,7%), aprepranbHast
runeptensust — Al (70,3%), obimast c1abocTbh M aCUMMETPUST
mysbca Ha [TDA (37,6%), cMHIPOM TepeMeKAIOLIEICS XPOMOTEI
(22,8%), xoponapuut (3%), 3CH (24,8%), HeBposiorueckast u
mia3Hast natonorust (44,6%) [39]. B iauu y naimeHToB ¢ 1e6oToM
AT B 1eTCKOM BO3pacTe Harbosiee 4acTo Onpenessiiuch aCUMMET-
praHbIi mybe Ha [IDA, AP (35,2%), AT (64,7%), KapmioMUOTIaTUST
— KMIT (41,1%) n 3CH (47%) [33]. [1pu cpaBHEHNM KITMHUYECKOM
kaptuHbl AT y meteil 1 B3pOCIBIX B MHAMICKONM KOTOPTE OBLTN
BBISIBJICHBI CJICAYIOIINE Pa3IMuMsI: TTAllMEHTOB KEHCKOTO T0JIa B
JIETCKOM TMOMyJIAUK ObUTO MEHbIIe, yeM BO B3pocioit (70,6 u
79,1% cOOTBETCTBEHHO); y IeTeli Yallle HabJIIoaaIuCh JINXOpaaKa,
abIOMUHAIbHBIN UileMudeckuit curapoM, KMIT u niiemuyeckast
MTOYKa, B TO BPeMsI KaK Y B3POCIIbIX — CUHIPOM TIepeMeXatomieiicst
XPOMOTHI, OTCYTCTBHE ITy/ibca Ha [TMA 1 AP.

TTopaxkeHne CKeJIeTHO-MBIIIEYHON CUCTEMBI HE SIBIISICTCS
pacrpocTpaHeHHBIM KJIMHUUECKUM TTposiBieHneM AT B TETCKOM
Bo3pacte. Tak, y geteii B FOxXHOIT AMepuKe apTpUT BCTpedacs
Bcero B 24% ciyvaes [40].

TTopaxkeHne koxu y neteit (8—14%) v B3pocnbix (2—28%) ¢
AT HabogaeTcst He4acTo 1 B OCHOBHOM TIPENICTaBICHO y3J10BaTOM
spureMoii [41]. K ApyruM KOXHBIM TPOSIBIICHUSIM OTHOCSITCSI
raHTpeHO3Has MUOJACPMHUSI, CETYATOE JIMBEIO U I3BEHHO-HEKPO-
tnyeckue Buichinanus. G. Clemente 1 coaBT. [42] coo01Ial0T O
MPEBATMPOBAHNUHN JTUXOPAIKH, BEIPAXKEHHOM C1a00CTU U CHYDKEHUST
Macchl Tena 'y 77,5% nereit B Bo3pacte 10 10 jiet u crapire. B o
JKe BpeMs y IeTell Hanbosiee YaCThIMKA KITMHIUYECKUMU TTPU3HAKaMU
ObL1M crtabas repudepudeckas myabcanus (85,9%), Al (84,5%)
u OHMK 10 umemugeckomy tuiy (70,4%).

Bosneuenue cepaeuHo-cocyauctoit cucremsl npu AT ot-
Meuaetcsi moutu y 19% neteit, Torna Kak MCTUHHBIM KOPOHAPUUT
BcTpeuaercs peako [39]. Bo MHOrux uccienoBaHusIX MoKa3aHo,
yto Al uMeeTcsl y 3HaUuTeJIbHOM yacTh 00JbHbIX AT HE3aBUCUMO
oT Bo3pacTa [43, 44]. ¥ nereit u3 asuatckux ctpad AT sBisieTcst
HauboJjee pacnpocTpaHeHHo npuunHoii PBI, koTopas acco-
LIMUpPYETCSl ¢ BBICOKOM cMepTHOCcThio [44]. Yacrota PBI y
B3pocIbIX ManueHToB ¢ AT Kone6etcs ot 40 1o 85% [43].

OrcytcTBue nysbcea Ha [TDA (62,5—85,9%) 1 cuctomdecKuit
myM (56% ) xapakTepHBI IS ITALIMEHTOB JETCKOTO BO3PacTa, 4To
MOIYEePKMBAET BaXKHOCTh TIIATEIBHOTO ocMoTpa. CUHIPOM Tie-
peMeKaroleiicss XpOMOThI U KapOTUAMHUS Y B3POCJIbIX HAOIO-
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JatoTCs yaiie, 4em y aeteii [ 19]. B Amonun y B3pocibix malreHToB
¢ AT HepeaKo BBISIBISIIOTCSI aCUMMETPUYHBIN MYJIbC Ha JTyYeBBIX
aprepusix (JIA) u nepemexatoiasicsi xpomora [45]. B Poccuu,
o naHHeM M.0. CMutreHko [46], KTMHUYecKast IMarHoCTHKa
AT ocHOBBIBaJIaCch Ha OCIa0JIeHUN U ACUMMETPUIHOCTH TIyJIbca
Ha JIA, a Takke 1IyMax Hall COHHBIMU, MOIKJIIOUMYHBIMU apTe-
pusmu u BA. Tlo apyrum gaHHBIM, B POCCUIMCKOMN TTOITYJISIIIAKA
HauboJjiee yacTbiMu TiepBbiMU cumntoMamu AT spisiiorcs Al
(dacrto pedpaxkrepHasi), acuMMETpUsI Tyibca U ALl Ha TIeYeBbIX
aprepusix [47]. Y nereii HauboJjee YaCTO BCTPEUYATUCH CUCTOJIM -
yeckas AT (66,4%) n acumMeTpus 1ieprudepruIecKoro myJjbca Ha
JIA (61,3%). B uHAMIICKOI KOTOPTE OCHOBHBIC CEPACYHO-COCY-
nucthbie ocinoxHeHus (CCO) y B3pocbix marueHToB ¢ AT Obutn
MpeacTaBlIeHbl uilleMudeckuM uHcyasrom — MU (7,5%) u ne-
KOMMEHCUPOBAHHON XpPOHUYECKOI CepAeYHOM HEOCTATOYHOCTHIO
(AXCH), obycrnosnenHoii Tskenoit AP (7,7%) [48]. B Benuko-
opuranuu yactora ATy nereit qocruraia 73%, y TpeT U3 HUX
marHoctupoBanbl KMIT (27%), pexe — cteHokapnust (18%) u
oTcyTcTBHE Iepudepudeckoro myabca (18%). 3HaunTeIbHO pexe
ONpee/ISINCh MIepeMEKaIoIIasICsl XpOMOTa HIDKHUX KOHEYHOCTE
(9%), nepukapaut (9%) n KianaHHoe rmopaxkeHue cepaua (9%).
B 2% cinyyaeB 0OHapyKeHbI aHEBPM3Ma JIEBOTO KEJTy0UKa, TsI-
JKeJast aopTajibHas U MUTPaAJIbHASL HEOCTAaTOYHOCTD [35].

AP, 00ycitoBJIcHHast a0OPTUTOM BOCXOJSIIIETO OTIEsIa a0PTHI,
SIBJISIETCS] OMHUM U3 HanboJIee pacipoCTpaHEHHBIX OCTIOXKHEHWI
AT [26]. E.J. Kang u coaBT. [49] 0GHapyXMI1 CTEHOTHYECKOE
MopaxkeHNe KOPOHAPHBIX apTepuii y 53,2% B3pOCIIbIX MALIMEHTOB
¢ AT, y 5-20% 13 HUX OHO KJIMHHWYECKHU MPOSIBIISIOCH CTEHO-
Kapauei, octpbiM UHGpapKToM Muokapaa (OMM) u TsxenbiMu
apurMusimu. Yacrora OUM nipu AT kone6iercs ot 3,4 no 24,4%,
torna kak T. Sun u coasr. [50] onucanu pazsutiie OUM vy 8,9%
B3pocibix nauueHToB ¢ AT. L. Wilson u coaBrt. [S1] coobuiuam o
3 ciryyasix KOpOHapUMTa, TIposiBUBILIerocs cteHokapaveii 1 OUM,
Y I€BOYEK-TTOIPOCTKOB, KOTOPHIM OBLIN MPOBeeHbI OaJUTOHHAS
aHTUOIUIACTHKA, A0PTOKOPOHAPHOE NIYHTUPOBAHUE W TpPaHC-
TUTAHTAIMS cepaia. Y IeTeit KOpoOHApUUT, KaK MPaBUJIO, COIPO-
BOXIaeTcs 60J1ee BHICOKOI JTAOOPAaTOPHOI aKTUBHOCTBIO U CKJIOH-
HOCTbIO K aHEBpPU3MATUYECKOW AMJIaTalluM MO CPaBHEHUIO CO
B3poC/IbIMU TTaneHTamu [52]. Yactora aHeBpu3M aopThl 1 [TMA
y IeTeil, Mo JaHHBIM aBCTPUIICKMX UCCIIEIOBaTeNel, COCTaBIISIET
10%, ¢ npenMyILeCTBEHHO JIOKaIM3alueil B 00JIaCTH TPYIHOM
aopTel 1 bA [53].

Coo0IIeHNIT 0 MMOKapAUTe KaK y B3POCHBIX, TaK U Y JeTeil
MaJlo, U OHUM MPEACTaBJIeHbl B OCHOBHOM OTIEJbHBIMU KJIWHU-
yecKUMU ciydasamu [41].

B uccnemoBanusix B3pocibix marueHToB ¢ AT pa3Butue
OHMK otmevanock peako. Tak, Mo JaHHBIM MHOTOLIEHTPOBOT'O
WCCIIeAOBaHUsI, MpoBeAecHHOro Bo ®paHumu, passutue MU 3a-
peructpupoBaHo y 6,3% 6GonbHbIX AT, a TpaH3UTOPHOM UILIEMHU-
yeckoit ataku — y 7,5% [27]. B Kurae u FOxnoii Kopee y
B3pocibix nanmeHToB ¢ AT yactora MU mocturana 11,1 u 5,4%
COOTBETCTBEHHO [54].

BoikuBaeMocTb U CMEPTHOCTD

BookuBaemocth nipu AT B 11eJ10M BbICOKasl MPU YCJIOBUU
CBOEBPEMEHHOI TMAarHOCTUKHU U Tepanuu. O0111ast BBKMBAEMOCTh
npu AT uepes 1 1 3 roga mocsie ycTaHOBJICHUS AMarHo3a 10CTUTaeT
98,9 1 98,1% cooTBeTCTBEHHO, Yepe3 5 eT — 91-97%, a yepes
10 ner — 85—90%. OnHaKO BBIKMBAEMOCTH 0€3 OCJIOXHEHMIA
yepe3 1 u 3 roxa cocraisier 75,6 u 59,9% cootBercTBeHHO [27].
B paznuuHbIX reorpadrueckmx pernoHax BbKMBAEMOCTD B3POCIIBIX
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nauueHToB ¢ AT Bapbupyercs ot 67 o 100% [55]. Beicokue mo-
KazaTeJIu BbIXKMBAEMOCTHU PETUCTPUPYIOTCS B Pa3BUTHIX CTPaHaX.
Tak, 5-meTHss BbKMBaeMOCTh mauueHToB ¢ AT Bo ®paHumm
nocturaet 95% [56], 10-neTHsIS BbIXUBaeMocTh B FOkHOI
Kopee — 85% [57], a B Poccuiickoit @eneparnu — 89,4% [58].

HecmoTpst Ha BBICOKYIO BBIKMBAEMOCTb, TPOrHo3 nipu AT
CYMTaeTCsl HeOIaroNPUSTHBIM M3-3a 3HAYMTEIEHOTO PHCKA OCJIOXK-
HEHMI, MPUBOMSILIMX K CTOMKOI yTpaTe TPYZOCIOCOOHOCTU Y
MalMeHTOB MOJI00T0 Bo3pacTta. Ha rokasarenu BbIKMBaeMOCTH
CYIIECTBEHHO BIIUSIIOT TSKECTh KITMHUYECKMX TIPOSIBICHUA W
CCO, Ttakux kak KMII, IXCH, OHMK, paccioeHue aopthbl,
pa3pbiB aHEBPU3M, TPOMOO3 MarucTPaJbHBIX COCYIOB M TPOM-
605M0051s1 TerouHoii aptepun (TDJIA) [58]. AopTut Bocxonsineit
aopThl C Pa3BUTHMEM HEIOCTATOYHOCTU AOPTAJIBHOIO KJaraHa
(AK) u BoipaxkeHHast AP siBistiorcst yactbimu mpuurHamu JIXCH.
15-71eTHSIST BEDKMBAEMOCTh OOJTBHBIX ITOCIIE XMPYPTUUECKOTO BMe-
mateaberBa Ha AK gocturaer 76,1%. AKTUBHAsI Teparyst U CBOE-
BpeMeHHoe MpoTe3upoBaHue AK OBBIIIAIOT BEDKMBAEMOCTD T1a-
LIMEHTOB ¢ BeipaxkeHHOU AP [59].

JlanHbie o cMepTHOCTY pu AT pazinyarorcs B 3aBUCUMOCTH
OT OTHUYECKOU MPUHAIIEKHOCTU, PErMOHA MPOXUBAHUS U
MPOTOKOJIOB peructpanuu. CoriaacHo pe3yabTaTaMm psiia Mc-
cleoBaHUi, Mmokaszateau cmeptHocTu npu AT ¢ neGoToM B
netckoM Bospacte 10 2000 . konebaauck ot 22,5 no 35%, Torma
kak ¢ 2001 mo 2018 1. Ha (hoHE MpUMEHEHUsT COBPEMEHHBIX Me-
TOAOB JieYeHUs HaOJI0JaJ0Ch 3HAUUTEIbHOEC CHUXKEHUE Jie-
TajgbHOCTH — 10 15% [23]. B xaHamckoil Koropre y aeTeid, mo-
snydaiiux M BIT, oTmeuanack 6oJiee BbICOKAsI BBIXKMBAEMOCTD
U B TeUeHUE TIOCIIEAYIONINX 2 JIeT He 3apeTUCTPUPOBAHO HU OJI-
HOTO 000CTpeHUS 110 CPaBHEHUIO C IEThMU, HE IMOJyYaBIIUMK
otu npemnapartsl [60]. B BennkoGpuraHuy mpu peTpocieKTUBHOM
aHaJM3e JaHHbIX 3a 23 roga HaOMIOAEHNST YPOBEHb CMEPTHOCTHU
y meteit ¢ AT He nipeBbimai 27%; OCHOBHOIW MPUYMHOM OBLIN
CCO, o0ycoBJeHHbIE B OCHOBHOM HeKOHTpoJsiupyemoit PBI'
[35]. Tlo maHHBIM 0XXHOAMPUKAHCKUX aBTOPOB, HEIOCPENI-
CTBEHHOI mpuunHOi cMmeptu y mereit ¢ AT 6wta JIXCH kak
ucxon runeprpoduyeckoir KMII BciencTBue pe3McTeHTHOM
AT, a TakKe OCJIOXKHEHUSI XUPYypPTrUUeCKUX BMELIAaTeIbCTB [23].
Typelikue aBTOpbl COOOILAIOT 00 OTCYTCTBUM JIETAIbHBIX UCXOJ0B
y neteit 3a 15 net HadomoaeHust (2002—2017 rr.) Ha doHe Tia-
TEJLHOTO KOHTPOJISI aKTUBHOCTH 3a00JICBAaHUS U TIPUMEHEHUS
TUBIT [34]. B Kutae y 42% B3pocC/ibiX MAIlMEHTOB OCHOBHOM
MPUYMHOI JieTaabHoro ncxonaa ovuta JIXCH, oGycnoBneHHast
KMII, nmeMuyeckoii 601e3HbI0 cepalia U MUOKapauToMm. JIpy-
TMMU MPUYUMHAMU CMEPTHU SIBJISIMCH pa3pbiB aHEBpU3Mbl BA
(16,7%) wn Tsikenast MTHEBMOHMUSI, OCJIOXHEHHAs! CENTUYECKUM
mokoM (16,7%) [55]. N. Hassold u coaBr. [21] moka3zanu, 4To y
B3pOCbIX TanueHToB ¢ AT 0060CTpeHUS U JIeTalbHOCTh Ha-
omonanuck vaiie, yem y aeteil. [Ipuuunamu cmeptu y 11 us
13 B3pocabix 6onbHbIX aBasichk IXCH (15,4%), remopparu-
YeCKUI IIOK BCJIEACTBUE pa3pbiBa aHeBpM3M aopThl (23,1%),
HMIIEMUYECKUI ME3EHTEPUT ¢ TpoMO0o30oM (23,1%), TOJIA (7,7%)
U centuyeckuii mwok (15,4%).

VY nereit 1 B3pocibix mauueHToB ¢ AT Hab01aeTcst CKIOH-
HOCTh K pelnauBUpoBaHMio 3aboseBanus. S. He u coaBt. [61]
YCTaHOBMJIM, UTO K (pakTOpaM pucka odoctpeHust AT oTHOCITCS
JUTATEJIbHOCTB 00J1e3HU Oe3 Teparnuu B repBbie 2 roja, 1epedpo-
BackyJisspHblie coobiTus (LIBC) B aHamMHe3e, aHeBpU3MbI, Mopa-
JKEHWE BOCXO/SIIEI a0OpThI MJIH €€ IyTH, KOJTMUECTBO MTOPaKEHHBIX
aprepuii (>6), eiikonTo3 1 Beicokuit ypoeHb CPb. Hamnune
B aHamHe3e LIBC u k1anmaHHO maTosioruu cepaiia ObUIo CBSI3aHO
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HE TOJIbKO C PELIMAUBUPYIOLINM TeUEHHEM, HO U C HEOJIarompu-
SITHBIM TIpOrHo30M. B cBsi3u ¢ atuM nmauueHtam ¢ AT u cepaeu-
HO-COCYIMCTBIMU WIKM LIEPeOPOBACKYISIPHBIMU MOPaKEeHUSIMU
PEKOMEHIOBAaH TINATEIbHBIA W IJIUTCIBHBII MOHUTOPWHT aK-
TUBHOCTHU 3a00JIeBaHUSI CO CBOEBPEMEHHBIM MPOBEICHUEM ITa-
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