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MDKANCLUNMIHAPHI MPOBJIEMU « NEKLIA

A.U. Aapbik, o.M.H., npodeccop, C.P. 36oposckuin, [JoHeukui HAUMOHANbHBIA MEAUUMHCKMMA YHUBEPCHUTET M. M. lopbkoro

Apmepuum Taxadcy

Chapel Hill Consensus Conference o6o3Haunna aprepuut Takascy (AT) KOk «rpaHynemaTo3Hoe BocnaseHne aopThbl U ee
KPYNHbIX PA3BETBNEHU, 06bIYHO pasBuBaioweecs y nuy maagwe 50 net». Pexxe B naronoruueckuii npouecc moryr
BOBJIEKATLCS KOPOHAPHbBIE U NIEFOYHbIE APTEPUN.

IIponomxenue. Havano B Ne 5, 2011 1.

dnugemuono2us

PacnipocrpanenHocts AT IMPOKO Bapb-
UPYET B Pa3IMUHBIX perMOHaX MUpa, MpeBa-
nupys B Anonuun, Unauu, Kurae, Kopee u
npyrux crpaHax Asuu, CpenHero Boctoka u
HOxHoit AMepuku. 3a0oeBaHue pexe Ha0-
mopaaetcst B EBporie u CeBepHoli AMepuKe.
[To paHHBIM pa3AMYHBIX MOMYJSIIUOHHBIX
uccinenoBanuii, yactora AT B EBpornie u Ce-
BepHOI1 AMepuKe cocrasisieT 1,2-2,6 ciy-
yast Ha | MJIH HaceneHus. B To xe Bpemsi ero
yactota B BoctouHoii A3uu B 100 pa3 BblliIe.
CoryiacHoO pe3ybTaTaM TPeXJIETHETO dIUIe-
MHUOJIOTUYECKOTO HaOJI0NeHUsI, TIPOBEICH-
HOro B SMOHMM, KOJMYECTBO BHOBb JMAar-
HOCTUPOBaHHbIX ciydyaeB AT coctaBuiio 150
ciayyaeB Ha | MJIH HaceJleHUsI B TOL.

OObIYHO Hayajio 3a0osieBaHuUsl HabJIOIA-
eTcs y il B Bospacte 20-30 jieT v pexe y ne-
Teil U MOXWIBIX Jitofeit. OTMevaeTcst CylecT-
BEHHOE TIPeBATMPOBAHME KeHITMH — §,9: 1.

dmuonozug u namo2exes3

Ortuonorust AT ocTtaeTcss HEU3BECTHOM.
O0cyxaeTcst poJib BUPYCHOM MU OaKTepu-
aJbHOM MHMEKIMU, OAHAKO HEe MOJyuyeHO
yOemUTENbHBIX J0KA3aTeNbCTB ITUOJIOTU-
yeckoit cBs3u AT ¢ KaKuM-11u00 BUPYCHBIM
nm 6akrepuaibHbIM areHToM. Kpome toro,
CYUIECTBYIOT MPEANOJOXEHUSI O HaIWYuu
TeHEeTUYeCKO MpeapacrnojoXeHHOCTH K
Pa3BUTHIO 3200JI€BAHUS.

Cxoxue Mmopdooruueckue u3sMeHeHus B
MOPaKeHHBIX apTepUsIX, BBISBISIEMBIC TIPU
AT u rurantokietouHoM aprepunte (I'KA),
MO3BOJISIOT TMPEANOJI0XUTh, YTO MOJAEIb
nummyHomnaToreHe3a ' KA npumennma x AT,

Pazutue AT gaBnsiercss pesyibTaToM
ayTOMMMYHHOTO IIpOliecca, BEAYIIero K Mo-
PaXXEHWIO KPYITHBIX 3JIACTUYECKUX apTepUid.
[Tpu AT u I'KA umeer MecTo maHapTEPUUT,
XapaKTePpU3YIOLIUIACSI UHMuUABTpanmei
NEHIPUTHBIMU  KJIeTKaMu, T-KJIeTKaMu
(Bumouast of}, Y0 U LIUTOTOKCUYECKUE), Ha-
TypaJbHBIMU KWJIJIEPHBIMU KJI€TKAMU U
Makpodaramu. T-KJIeTOYHBIE PEIeNTOPHI
npu AT, kak u ipu 'KA, sBsII0TCS 0TUTO-
KJIOHAJIbHBIMU, YTO MO3BOJISIET TOBOPUTH 00
00YCJIOBJIEHHOCTH Pa3BUTUSI MPU HUX Bac-
Kynuta T-KJIE€TOYHBIM OTBETOM Ha CIelM-
buyeckuii (HO HEM3BECTHBIN) aHTUTEH (-bl).
XpOHNYECKOE BOCTIAJICHUE COCYIOB BEIET K
(opMupoBaHUIO aHEBPU3M, CTEHO30B WJIU
Tpom0030B uaiie npu AT, yem mpu 'KA.
[MoznHue craguu AT (kak u ipu 'KA) xa-
pakTepu3syloTcs npoaudepaleil ”HTUMBI U
BBICOKOI1 YaCTOTO pa3BUTHS aT€POCKIIEPO-
3a, HEKPO30M U pYOLIOBBIMU OYaraMu B Me-
nuu, ¢ubpo3om anseHTuMu. Kak u mpu
T'KA, BocmanuTeabHblEe MPOLECCH MOTYT
ObITb OYArOBBIMM WJIM PacCIpOCTpaHEHHbBI-
Mu. OueBUAHO, TymMopajibHas WMMYyHHas
CUCTEMa UTpaeT OMNpeNeIEHHYIO POJib B Ia-
toreHese AT, y 6oabinHCTBA 001bHBIX ¢ AT
BBISIBJISIIOT aHTUTENA TIPOTUB CTPYKTYpP 2H-
JOTETUAIbHBIX KJIETOK, CTIOCOOHBIE MPUBO-
JINTh K TTOBPEXKIEHNIO COCYIOB 3a CYET MPOo-
JIYKIUW BOCTIATUTEIbHBIX IIUTOKUHOB, MO-
JIEKyTT afare3uu u amnonrtosa. CyliecTBeHHOe
pasnnuue B pacrpoctpaHeHHocTH AT B pas-
JIMYHBIX Teorpadmuyeckrx 30Hax Mpeanosia-
raet yyactue B martoreHese AT reHeruuec-
KUX MEXaHU3MOB U (haKTOPOB OKpYKaloleit
cpensl. PazButue AT B MoJi01OM BO3pacTe U
nojapisioniee MpeoodsagaHue KEeHIIUH
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Ta6nuua 1. KnaccudpukaumoHHbie kputepun AMepuKaHCKON Konnerun pesmaronoros ans AT

Paseutne knuHuueckux npossneHuni, npucywux AT, B Bospacre go 40 ner

Mepemexatowasca xpomora

PazBeutue unu HapacTaHue Mbile4How cnaboctu unu auckomdopTa B ofHON UK 6onee KOHEYHOCTIX

(oco6eHHO BepxHMX)

CHWXeHue BbICOTbI MyNbca Ha 6paxuanbHoi apTepum (-ax)

Paznuume B ypoBHSX cUCTONMYECKOrO apTepuanbHoro gasnexus (Afl) Ha pykax > 10 Mm pr. ct.

Hanuumne cucronnueckoro wyma Hag OfHOM Unn o6eummn NOAKIIOYUYHBIMU APTEPUIMHU, UNTU GPIOI.IJHOﬁ

aopToi

Axrnorpaduyeckue M3MeHeHUs: Cy>KeHue U/Unm OKKIII03Us AOPThI, e NPOKCUMANbHBIX BETBEW UK
KPYMHBIX apTepMii B NPOKCMMANBHBIX OTAENAX BEPXHNX MM HIKHUX KOHEYHOCTEH, He 06y CNoBNeHHbIe
arepockneposom, pu6poMycKynspHOM aucnasuei UK APYrMMU NPUYUHAMM,. ITH U3MEHEHUS 06bIYHO

¢0K0anble WK CETMEHTapPHbIe

(mogo0HO KapTUHE MPU CUCTEMHOM Kpac-
HOIl BOJIYAHKE) ITOCIYXMUJIO OCHOBaHUEM
JUISI OOCYXIEHUST POJIU SKEHCKUX TOJIOBBIX
rOpMOHOB B naToreHese AT.

Mlll]ll]l]]lllle‘Il![:Kﬂll Kapmuua

Mopdonoruueckas kaptuHa AT omnpene-
JisieTcs craameit 3adoseBanus (0T pasbl ocT-
pOro BOCIAJICHMSI 10 PyOLIeBaHMST).

[Tpu AT BbLIesIIOT 4 TUIIA TOPaKEHUI B
3aBUCMMOCTM OT aHATOMMYECKOM JIOKaIu-
3allMU BOBJICUEHHBIX B IMAaTOJOTMYECKUI
MPOLIECC APTEPUIA:

— apTEepUUT C NMOPAKEHUEM TYTU AOPThI U
€€ TJIaBHBIX BETBEH;

— apTepuUT C TMOpakeHWEM TOpaKo-ad-
JOMUHAJIBHOTO OT/Ee/a a0PThI;

— apTepUUT C MOpaKeHUeM BCeli aOpPThI;

— apTepUUT C TTOPaXKEHUEM JIETOYHOM ap-
TEepUM.

MakpOoCKOIMYECKU MMEET MECTO YTOJI-
LIIEHNE a0PThI U IPYTUX COCY/IOB, BOBJIICYEH-
HbIX B TATOJIOTMUYECKUI TTPOLIECC, UX PUTHI-
HOCTb C pas3ButueM ¢ubposa. YTojiieHue
CTEHOK COCYJIOB BENIET K OKKJTIO3UU WU CY-
JKEHUI0 ux mpocBeTta. Hapsiny ¢ cyxeHuem B
15-30% ciyqaeB BBISBIISIIOTCSI MHOXKECTBEH-
Hble aHEBPU3MbI M Pa3BUTHE aOpPTaJbHOM
perypruTaiuu rnpu AujiaTaluy BOCXOIsIIe-
r0 OTJeSa a0PThl, YTOJIIEHUN A0PTATbHbBIX
KOMMCCYP, YTOJIIEHUU 1 (Prubpo3e CTBOPOK
aopTajibHOTO KjamnaHa. [TpocBeThl cocynoB
MOTYT OOJIUTEPUPOBATLCS OPTaHU30BAHHbI-
MU TpoMObaMu.

Jnst AT xapakTepHO pa3BUTHE IpaHyJie-
MaTO3HOTO TaHapTepuuTa. B oTimuume or
psiia Apyrux CUCTEMHbIX BacKyJauToB AT He
CBOMCTBEHHO pa3BUTHE (PUOPUHOUTHOTO
Hekposa. CyxeHue KOPOHApHBIX apTepuii
npu AT oOblyHO HabdromaeTcss B 00JacTh
YCTBS1, 4acTO ¢ MOpaxkKeHUeEM JIEBOI TIaBHOM
KOpOHapHOIi apTepuu. B 1erounsix aprepu-
SIX pa3BUBaeTCsS CTEHO3 C peKaHaIu3alueit
uau 6e3 TAKOBOM.

[TocTBOCTAIMTEIBHOE YTOMIIEHUE UHTH-
Mbl QOpThl IpeapacrojaraeT K pa3BUTHIO
TSKEJI0T0 BTOPMYHOTO aTepOCKiIepo3a.

Knaccufiukauuonnsie Kpumepuu

B 1990 . AMepukaHcKasi KOJUIETUsl peB-
MaToJIOTOB TIPEAJIOXMIA KPUTEPUU IS
KJIacCU(UKALIMU TIEPBUIHBIX CHCTEMHBIX
BackyauroB, Bkaouawommx AT Xots st
KPUTEPUU HE IOJIKHBI MCIOJIb30BaThCs B
KauyecTBe JUArHOCTUYECKOTO 30JI0TOTO
CTaHmapTa, UX MOXHO IIPUMEHSTH B JIeUeO-
HOI TIpaKTHKE IS TIpeIBapUTEIIbHOM a1ar-
HOCTHMKM BacKyauTa. Hamuaue Tr00BIX Tpex
win 6osee KputepueB AT xapakTepu3syercs
qyBCTBUTEIbHOCTEIO 90,5% u creuubuy-
HOCThIO 97,8% (Tabm. 1).

Knunuveckas kapmuna

Knuuunueckast kaptuHa AT xapakTepusy-
eTcsl LMPOKMM pa3HOOOpa3ueM U orpene-
JIIETCS €T0 aKTUBHOCTBIO, CTamueil 3a0ose-
BaHUS U MTPEUMYIIECTBEHHOM JIOKaIu3alu-
€l BOBJICUCHHBIX B MATOJIOTUYECKUNA TTIPO-
LIECC apTEPUIA.

3aboseBaHue OOBIMHO HAYMHAETCSl MOC-
TerneHHo. Hepenko Ha paHHUX CTagusIX Ha0-
JIIONAI0TCSl HEOOBbsSICHUMBIE o0lias cia-
00cTb, 001 B 1Iee, CyO(heOpuIbHas TeMIe-
paTypa, MUAJITMU, apTPaJilTMu, MOBBIIIEHUE
COD, 4yTO MOXET HAMOMUHATD PECTIUPATOP-
Hylo MHGekuuo. B psge ciydaeB Ha Ha-
YaJIbHBIX CTAIMSIX MOTYT OTCYTCTBOBAThH Ka-
KHe-a1u00 CUMITOMBI. B CBS3M ¢ 3TUM He-
pPEeIKO MMeeT MECTO MO3AHSS AMarHOCTHKA
3a00JIeBaHUS YKe TIPU CY>KEHUU/OKKITIO3UU
cocynoB. B tabsuiie 2 npeacraBieHbl AaH-
Hble STMOHCKMX CIELMATMCTOB O YacToTe
KJIMHUYECKUX MPOSIBIICHUI Y 00JIbHBIX ¢ AT.

Yacrtora cumnTomoB npu AT B pasnny-
HBIX COOOIIEHUSIX HEOMHO3HAYHA, YTO, O4e-
BUJIHO, 0OYCJIOBJIEHO 00C/IeI0BaHUEM 00JTb-
HBIX Ha pa3IUYHBIX CTAAMSIX 3a00JieBaHUS,
AKTUBHOCTbBIO M MPEUMYIIECTBEHHOM JloKa-
JIU3alKeit MopaxxeHUsI apTepuid.

ATl — 0HO M3 YaCThIX KIMHUYECKUX TPO-
sapaeHuit AT, ee pacrnpoCTpaHEHHOCTb B
pa3IUYHBIX  COOOIIEHUSIX  COCTaBJIsIET
40-90%. [nst peadbHOM OLIEHKM HaTMYMS
AT HeoOxonuMo usmepeHue AJl Ha yeTbipex
KOHEUYHOCTSIX, TaK KaK ero ypoBHU Ha pyKax
HepelNKOo He OTpakaloT UCTUHHOMN BeIUYM-
Hbl BCJEACTBME TOpaxKeHUs BETBel Ayru
aoptel. Pazsutue Al npu AT oOyciioBieHO
UIIEMUEN MoYeK U3-3a MOpaeHus (CTEHO-
3UPOBAHMS) OAHONM WM 00EUX MOYEUHBIX
aprepuii. Pazputue peHoBackyssipHoin Al
4acTo IJIOXO KOPPUTMPYEMOI aHTUTUIep-
TEH3UBHBIMU TIperapaTaMu, BeJeT K apTe-
PUOJIOCKIIEPO3Y, TIOBBIIIEHUIO NHTPATJIOMe-
PYJISIDHOTO JaBjieHUsl (4TO OOYCIOBIMBAET
pazBuTue (PoKaabHO-CErMEHTAPHOTO TJIO-
MEpYJIOCKJIEPO3a U TI0OATBLHOIO CKJepo3a
rJioMepya), MoTepe CyMMapHOTo KOJIUYEeCT-
Ba (DYHKLMOHUPYIOLIMX He(PPOHOB. Y yactu
OOJILHBIX BBISBIISIIOTCSI MUHUMAJIbHAS TPO-
TEUHYpUsT U MUKporeMatypusi. Paspurtue
TEPMUHAIBHOM CTAIMU TTOYEYHON HeJ0CTa-
TouyHOoCTU AT He cBoMCTBEHHO. EAuHUYHbIE
CO001IeHUsT 0 HATMYUU Y 001bHBIX ¢ AT Me-
3aHTUOTPOTUGEPATUBHOTO IJIOMepyIoHed-
puTa He TIO3BOJIIOT C YBEPEHHOCTHIO YTBEP-
KaTh 00 MX MaTOTeHETUYECKON CBSI3HU.

Hepenko npu AT umeer MecTo nopaxeHue
JIETOYHBIX apTepuil (B psiie COOOILIEHUIt ero
yacToTa gocrturaet 60%), xapakTepu3yolle-
ecsa auckoMbopToM B 00JacTH TPYIHOI
KJICTKU, OJIBIIIIKOM, MH(APKTOM JIETKHX, KPO-
BoxapkaHbeM. [lo maHHbIM aHruorpaduu

A.WN. Dapbik

MPEBAIUPYIOT CTEHO3bl M/UIU OKKIIO3UHU
JI0O0ApHBIX WJIM CerMEeHTapHbIX BeTBeil Jie-
TOYHOI aprepuu. Pa3BuTue JIerouyHoil ru-
MEPTEH3UU OTMEYAETCS PENKO.

Yacro npu AT HabmogaroTcsl Kapauaib-
HblE€ CUMIITOMBI, BKJIIOYAIOLIME OLLYIIEHNE
TSKECTA B TPYOHOM KJIETKE, aHTMHAIBHBIN
CUHAPOM, ceplledueHue, pa3iuyHble Ha-
pyuIeHust puTMa, ofbliKy. OJHUM U3 cepb-
e3HbIX nposiBieHuid AT sBisgercs cepued-
Hasi HeocTaTouyHOCTh. Hamuue kapauaib-
HOW CUMIITOMAaTUKU OOYCJOBJEHO Tepma-
HeHTHol A, mopaxeHueM KOPOHApHbIX ap-
Tepuil, aHeBpU3MaMU/pacCcIOEHUEM aopPThI
Y a0pPTAJIbHON HENOCTATOYHOCTbIO.

B octpoit cramuum 3abosneBaHUS /WU
NP BBICOKOI aKTUBHOCTH Y YACTU OOJIbHBIX
pa3BMBalOTCS JKeJYA0YHO-KUILIEUHbIe
CUMIITOMBI, BKJIIOYAIOIIME aHOPEKCUIO,
TOILIHOTY, PBOTY, MOTEPIO MACChI Tea.

HeBponorunyeckue mnposineHusi AT xa-
PaKTEpU3YIOTCSsI TOJIOBHOM 00JIbIO, TOJJOBOK-
pPYXXEHUEM, CUHKOMNAJIbHBIMU COCTOSIHHUSI-
MU, HaApyUIeHUEM 3peHUs] U WHCYJbTaMHU.
B psne ciyyaeB pa3BMBAlOTCS MapecTe3nH,
rUIepTeH3UBHAas dHLedaTonaTys 1 napan-
seruu. Hesposoruueckasi cumnromaTuka
yalle Bcero oOycioBiieHa cucteMHoil Al
1/WIN TTOpaXXeHWEM COHHBIX U/WIU TTOIK-
JIIOYMYHBIX apTEPUA.

Ta6nuua 2. Yacrota CMMNTOMOB M KIIMHUYECKUX

nposienexuni AT
Liepe6panbHbie cMMATOMbI ‘luc;) i
TonoBokpyxeHue 33
TonoeHas 6onb 20,4
CuHKONANbHbIE COCTOSHUA 29
Temunnerus 2,1
InasHble cumnTombl
Moteps 3peHus 1,7
Mpexopswue HapyLeHns 3peHnust 4,8
Mepcuctupyiolee HapyLeHue 3peHus 58
CMMNTOMBI BEPXHMX KOHEYHOCTElH
Orcytcreue nynbca Ha a. radialis 31,2
PasHoe Al Ha pykax 46,4
BbicTpas yromnsiemocts 249
MoxonopaHue KOHeUHOCTEH 11,3
Hupymeuueuqyscmwrenbuocm 12,3
KOHEYHocTe#H
KapavanbHbie cumnTombl
Opbika 19,3
Cepaue6buenue, nepe6om B pa6ore 2
cepaua
OuuyuieHue cAABAMBAHUS TPYAHON 14,8
KNEeTKM
PecnuparopHble cumnTombl
KpossiHucras mokpora 1,6
Opbika 74
AprepuanbHas runeprensus (Al) 4,1
CucremHbie nNposiBneHus
Jiuxopapgka 7,9
O6wias cna6octb, HeOMOraHue 16,5
Boictpas yromnsemocts 22,9

Tematn4Huin Homep © Jliotun 2012 p.
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PetnHOMmaTusi, pa3BUBaloILasiCs y 4acTu
60.HBHHX, XapakKTCpU3yeTCsda YC€TbIpbMA CTa-
TIVISTMMU:

* BEHO3HasT TUJIaTallus;

* (OpMUPOBaHKE MUKPOAHEBPHU3M;

* Pa3BUTHE apTEPHMOBCHO3HBIX aHACTO-
MO3OB;

* Pa3BUTUC PaA3JIUYHBIX Oq)TaHbMOJTOI‘V[—
YeCKUX OCJIOXKHEHMIA, BKITIOYAIOIINX THITep-
TEH3MBHYIO PETMHOMATHIO, KaTapakTy, TMo-
Tepio Ia3HbIX pedIeKcoB, BhIMAACHUE MO-
Jieii 3peHust, aTpo(uio 3pUTEILHOTO HEpBa
1 aTpoduIo pamgy>KHOI 000TOUKHU.

JNlabopamopnas u UHCMpYMEHmManbhas
JuazgHOCMUKa

JlabopaTtopHble MU3MEHEHUsI, BBISIBIIsIE-
Mble y 0oJbHBIX ¢ AT, HecreuuuyHel. B
aKTUBHOM cTamuu 3a0o0jeBaHMSI HEPEIKO
HabmonatoTcs yckopeHue COD, TOBBIIIEH-
Heie ypoBHu LIPB, runeprammarnoOynunxe-
MUSI, JIEHKOLIMTO3, TPOMOOLIMTO3 U Pa3BU-
TUE YMEPEHHOM HOPMOXPOMHOM HOPMOILIM-
TApPHOM WIU TUTIOXPOMHOM MUKPOLIMTAPHOW
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aHEeMWH, TIOBBILIEHWE TPOMOOLMTAPHON ar-
peralMoHHON aKTUBHOCTU U YpOBHEl (huo-
puHoreHa. [Ipy UIMMYHOJOIMYECKOM UCCie-
JIOBaHWM BBISIBIISIETCSl YBEIMYEHUE YPOBHEM
IgG, IgA, 3 1 4 KOMITOHEHTOB KOMIUIEMEHTA.

AT npucylila TecHas accolanus ¢ 4eyo-
BEUECKUM JIEUKOLMTAPHBIM aHTUTEHOM
(HLA) — HLA-B52 u HLA-B39. Ilpuuem
st 6onbHbIX ¢ HLA-B52 xapaktepHo 60-
Jiee TsKesloe TedeHue 3a001eBaHusl.

Psi mHCTpyMeHTaIbHBIX MCCIIEI0BaHMIA,
BKJTIOUAIOLIUX aHTHOTpaduio, TPEXMEPHYIO
KOMIIbIoTepHYto ToMorpacduio (KT), mo3ut-
POHHYIO 3MHMCCHOHHYIO TOMOTpaduio, Wr-
paeT BaXHYIO poJib B IMAarHOCTUKE 3a00Jie-
BaHUSI M OLIEHKE JIOKAIU3alMKu U TSIXKEeCTH
MOpaXeHUsl apTepuid.

C Hameil TOYKU 3peHMsI, 3aciyKUBalOT
BHMMAaHUS MOAXObI K TUarHOCTUKE U AU(-
depeHumnanbHoi auarHoctuke AT, mpenc-
TaBJIEHHbIE B SMOHCKHUX PEKOMEHIALIMSIX
2008 roma (JCS 2008), mocBsILEHHbIX TaK-
THKE BeIeHUs 00JbHBIX C TEPBUYHBIMU Bac-
Kynutamu (Tabi. 3).

Ta6nuua 3. AuarHoctuka u audpepeHumanbHas guardoctuka AT

Knunuueckune nposBieHns

Liepe6panbHas uwwemusi: roNoOBOKPYXXEHMS, FONIOBHAS 60J1b, CHHKONAbHbIE COCTOSIHMUS, FTEeMUNIErus U Ap.

Wwemus BepXHUX KOHEUHOCTel: AedULMT Nynbed, GbiCTPAs YTOMASEMOCTb, OTEPS YYBCTBUTENIbHOCTH

nanbLes, NoxonoaaHue, 6onb

KapauanbHble nposiBneHns: 3arpyaHeHne AbIXAHUS, OABILIKA, cepaLe6ueHmne, YyBCTBO CAUBANBAHUS

TPYAHOI KNETKH, AHIMHANbHbIE 60711, APUTMUM

PECIWIPOTOPHGSI CUMMTOMUTUKA: OABILLKA, KOOBOXUPKAHbE

Ar

FnasHbie nposBieHUs: npexoasiiee Uiu nepcucTupyioLlee HapyweHue 3apeHus, noTepsa speHns

CMMNTOMBI HY)KHNX KOHEYHOCTE: NePeMeXaloLLas XpOMOTA, CabocTb, GbICTPAs YTOMASEMOCTb

Bonegoii cuHapom: 60nb B Lwee, cnuHe

CuctemHble NPOSIBNEHUs: NIMXOPAAKA, o6LLee HEAOMOraHNe, GbICTPAs YTOMASEMOCTb, LeHHas

numdapeHonarus

KoxxHble nposiBneHus: ysnosaras spurema

BaXxHbie AUArHocTuyecKkue napameTpbl

Maronoruueckue nynbc v AZL HAO BEPXHUX KOHEYHOCTSX (ManbIi MyNbC UAM ero oTcyTcTeue Ha a. radialis u
CyLeCTBeHHAs pasHuLLa B ypoBHsX Al MeXay NeBoi 1 NPaBoi pyKamH)

Matonorunueckue nynbc v AZL HA HIKHUX KOHEYHOCTSX (Manblii Ha 6eapeHHbIX apTepusx, cHkeHue Afl n
pazHuLa B ypoBHaX AfL MeXXAy BEPXHUMM U HIKHUMU KOHEYHOCTSMM)

Cocynucrble CUCTOJIUYECKME LUYMbI B obnactu ey, CMuHbl, XXKMBOTA

MpoTtoanacTonuyeckuii Wym HA AopTe U y NEBOTo Kpas FPYAUHbI, 06yCNOBNEHHDI HEA,OCTATOYHOCTLIO

CGOPTAJIbHbIX KJIANAHOB

Hanunuue AT y monoppix 60nbHbIX

W3meHeHus Ha rnasHOmM aHe (THI'IOTEH3VIBHble, TMnepTeH3nBHbie, CHUKEHUE OCTPOThI 3peHm|)

Atpoduueckue usmeHeHus Ha nuue, nepdopalus HOCOBOW NEPEropoaKU

BocnanurenbHbie npusHaku: cy6debpunbHas Temneparypa, 6oib B Lwee, HeAOMOraH1e

nOI'IOHHHTelIbeIe AUArHocTuyeckue napamerTpbl

BocnanurenbHbie peakuuu: noebiweHHbie ypouu COJ, LIPB, neiikouutos, runeprammarnobynmHemus

AHemus

WmmyHonoruyeckne HapyLeHus: noebileHHbie yposHu IgG, IgA u 3, 4 komnoHeHTos komnnemenra (C3, C4)

Koarynsuuontas/dpubpuHonutuyeckas cuctema: runepkoarynsuus (naronoruyeckui GubpuHonms),

NOBbILWEHHAS AKTUBHOCTb TPOM6OI.IMTOB

HLA: HLA-B52, B39

XapakTtepHbie ny4eBbie U YNbTPA3BYKOBblE NUPAMETPbI

Kanbuudukauyms aoprei: pentreHorpadpus, KT

YTonuieHmne cTeHOK rpyAHOro otaena aoprbl: pentreHorpadus, KT, MPT

Oxkknio3us/creHo3 aptepwuii: anrnorpadus, KT, MPT

BETBU AYTM AOPTI: OT pokanbHOro Ao AuddysHoro creHosa

Hucxoaswas dopra: Auddy3HbI CTEHO3 (ATUMMYHAS KOUPKTALMS AOPTbI)

abpomuHanbHas aopra: AUdysHbii CTEHO3 (ATUNUYHAS KOAPKTALMS AOPTbI), CTEHO3 HUCXOASLLErO OTAENA
COpTbI, 4ACTO PACNPOCTPUHSIOLLMIACS HO BEPXHMIA OTAEN A6A0MUHANBHOI AOPTHI

BETBU A6AOMUHANBLHON AOPTbI

AunarauuoHHble NOpaXeHus: aHrnorpadus, ynstpaconorpadus, KT, MPT
BOCXOAALMIA OTAEN AOPTL — AU DY3HAS AUNATALUSA, OCTOKHSIOLLASCS HEAOCTATOYHOCTBIO COPTAIbHBIX

KnanaHoB

6paxuouedanbHbie aprepun: ot AudpdysHoii A0 GOKANLHON AUNATALMM
HUCXOASLLMI OTAEN aopThi: AUdY3HAS AMNATALMA C HEPOBHBIMM CTEHKAMM COCYA0B, coyeTaloLascs ¢

YHACTKAMU CTEHO3a

CreHo3 neroyHbIx aprepuii: cumHTurpadus nerkmx, anrnorpadums, KT, MPT

MopakeHns KOPOHAPHBIX APTEpPHUIA: KOpoHaporpadpus

MHoxecTBeHHbIE NOPAXXEHMS: aHrHorpadus

MDKAUCLIMNNIHAPHI MPOBJIEMU « NEKL|IA

Nluaznos

OnpenesieHHbIN AMarHo3 0asupyeTcs: Ha
naHHbIX aHruorpacduu, KT, MPT.

Hanmnumne npu aHruorpadmuu MHOXKeCT-
BEHHBIX MOPAXXEHM 1, BKITIOUAIOIIUX OKKJTIO-
310 U/WIM TAJIATALIMIO AOPThI U €€ Pa3BETB-
JIEHUH y JIUIT MOJIOZOTO BO3pacTa SIBJISIETCS
OCHOBaHUEM [UIsl OoJjiee BEpOSITHOTO AMa-
rHo3a AT naxe npu OTCYTCTBUM KaKMX-JIM-
00 yKazaHWi1 Ha HaJTMYKUe BOCTIAIUTEILHOTO
npoiiecca.

[Tpy HamMUMKM BbIIIEyKA3aHHBIX aHTHO-
rpaduuecKnx N3MeHeH!I B KOMOMHALINY C
rnapameTpamu, OTpaxalollMMU BOCIAIN-
TeJbHBIN TpOLEcC, clAeayeT AUarHOCTUPO-
BaTh AT.

IIpu nocranoBke auarHo3a AT Ha ocHO-
BaHUM BBILIETIPUBEACHHBIX IMapaMeTpPoOB
CJIelyeT UCKITIOUUTD CIeayrolre 3a0oeBa-
HMS ¥ TIATOJIOTUYECKUE COCTOSIHUSI:

* aTepOCKJIEPO3;

* bose3Hb bexuera;

* DakTepualbHble aHEBPU3MBI;

* BOCTIAJIUTEIbHBIC aHEBPU3MBbI a010MU-
HaJIBHOTO OTHEJIa a0PTHI;

* T'KA;

* BPOXJIEHHBIE COCYUCThIE AaHOMAJIUH;

* CUGUIUTUUYECKUI ME30AOPTHUT.

ITo muenuto akcneproB EULAR (Peko-
MEHJALK TI0 BEIEHUIO CUCTEMHBIX BACKY-
JINTOB KPyMHBIX cocynoB, 2008 r.), mpu no-
no3peHun Ha AT mokazaHoO KJIMHUYECKOE U
Jly4eBOe UCCleOBaHUe apTepuaibHOrO Jie-
peBa. MarHuTHO-pe3oHaHCHasl aHTUorpa-
(bust UM MO3UTPOHHAST SMUCCUOHHAST TO-
Morpadusi HEOOXOAUMBI JIsI TOATBEPXKIIE-
Hust nuarHoza AT. Tlpu oTCyTCTBMM BO3-
MOXHOCTHU UX TPUMEHEHMS B KAUECTBE ajlb-
TEPHATUBbI BO3MOXHO MPOBEIEHUE PYTUH-
Holi aHrvorpaduu (Kjaacc pekoMmeHaarui
I11, ypoBens nokasarenbct C).

NleyeGnan makmuka

Jleue6Hbie moaxoawl mpu AT u I'KA on-
HOTUITHBI. COTJIACHO IPOTOKOJY MeIrKa-
MEHTO3HOW Tepanmuu, pa3paboTaHHOMY
SMOHCKUMM  cliequaauctaMu  (puc.),

5-10 wmr/cyt. IpomomXuTeabHOCTh TOMI-
NEPXKUBAIOIICH Tepamuyd MOXET COCTaB-
JIATh HECKOJIbKO JIET U YCTAaHaBJIMBAETCS
WHAUBUIYAJTbHO.

ITpumeHenue nukinodochammaa, METOT-
pekcara, azaTHOINpPUHA, LUKJIOCIIOpUHA A,
ModeTria MUKo(eHoaaTa Ui UHTUOUTO-
poB @HO 1omKHO OBITH CTPOTO 0OOCHOBA-
HO Ha MHAMBUAYaJbHOM YPOBHE BBUIY Bbl-
COKOTO pUCKa BO3HMKHOBEHUSI MOOOUHBIX
3¢ deKTOoB.

IIpu pa3BUTUM KIMHUYECKUX TPOSIBIE-
HUIA, CBSI3AHHBIX C MIIEMMEN Pa3IAYHBIX
opraHoB (AI, nmerounasi AI, HemocTtaTou-
HOCTb aOpTaJbHOrO KJalaHa, cepaeyHas
HEI0CTaTOYHOCTD), CJEAYeT MPOBOAUTH CO-
OTBETCTBYIOLIYI0 MEIMKAMEHTO3HYIO Tepa-
MU0 U/WIA XUPYPrUUECKOe PEKOHCTPYK-
TUBHOE BMEIIATEbCTBO.

Mipozno3

XapakTtep TeueHus u nporHo3 AT orpe-
JIEJISIIOTCS JTIoKaau3alei mopakeHHbIX CO-
CY/IOB, TSDKECTBIO UX MOPaXKEHMS, IPUMEHe-
HUEM OINTUMAJILHON M CBOEBPEMEHHOM Ta-
TOTeHeTHYecKoi Tepamunu. [locnenHue nBa
NECATUIETUS XapaKTEePU3YIOTCsl MOBbILLIE-
HUEM BbIXMBaeMOCTU OoybHbIX AT, 4TO
00BsICHSIETCS COBEPIIEHCTBOBAHMEM paH-
Heli IMarHOCTUKU, UCTIOIb30BaHUEM COBpE-
MEHHBIX TUArHOCTUYECKUX METOAMK (Mar-
HUTHO-pe30HaHCHOW aHruorpadpuu, KT
W Ap.) IJIs1 YCTAHOBJIEHUS JIOKAIU3ALUHU 110~
PaXXEeHHBIX COCYIOB U MTPOBEAEHUEM CBOEB-
PEMEHHOI ONTUMAJbHOW MaTOreHeTUyec-
KOV WJIM KOHCTPYKTUBHOU TepATIUHU.

[MpubnusurensHo y 20% 6GoabHbIX AT
HaOJTIOMACTCST CTIOHTAHHOE BBI3IOPOBIICHUE
U TIpeKpalieHue yCyryoJeHUs COCYIUCThIX
TTOpaXkeHMIA; Y OCTaTbHBIX TTAIIICHTOB TeUe-
HMe 3a00JIeBaHUsI XapaKTepu3yeTcsl HACTyM-
JIEHUeM PEeMUCCHUM TIOf BAUSHUEM MaTore-
HETUYECKOil (TIpeXae BCEero TIOKOKOPTHU-
KOWJHOI) Tepanuu ¢ TMOCAeAYIOIUMU
000CTPEHUSIMU 1 HEYKJIOHHBIM MPOTpeccu-
poBaHMeM 3a0o0jeBaHMS, BOBJIEUEHUEM B
MaToJIOTMYECKUil MpollecC HOBBIX apTepuii

[AunarHos— AptepuuT Takascy

Mp 20-30 mr/cyT (Npn
H806XOJZ\I/IMOCTVI noBblILLIEeHe O03bl
[0 60 mr/cyT)

HepocTaTo4HbI adhdpekT,

1. M1 6-15 Mr B Hegento unm
2. b 50-100 mr/cyT nepopasibHO

apheKkTnBHO

HEBO3MOXHOCTb CHWXeHUs [o3bl [p

apheKkTUBHO

CHuxeHve fo3bl Mp

unu 8/ 300-750 Mr/m2 unmn

A

3. LicA 3 mr/kr/cyT unmn
4. A3 2 mr/kr/cyT

[o3sbl Mp

HepocTaTo4HbIi acbdpekT,
HEBO3MOXHOCTb CHUKEHUS!

HeahheKTMBHO

/
‘ MM 1,5-3,0 eyt

HeadhheKTMBHO

A/
1. NHdonukenmab 3 mr/kr nnu
2. OTaHepcenT 25 Mr gBaxabl
B Hegento

3O PEKTUBHO

3 heKTNBHO

Puc. Mpotokon mepnkamenTosHow Tepanumn npu AT
Mp - npeaxnzonon, Mt — metotpekcar, Ll — unknodocdamup, 8/8 — BHyTpusenHo, LicA — uuknocnopus A,
As - asatmonpus, MM — modeTnna mukodexonar

y 60JbHbIX ¢ AT 4acTo 1OCTUTAEeTCsl XOPO-
IUH KIWMHAYECKUN 3(pdeKT npu npume-
HEHUM NpeaHu300Ha B 1o3e 20-30 Mr/cyT
B KauecTBe WHIYKIMOHHOW Tepanuu, a
MpU HEOOXOIUMOCTHU CIEAYeT YBEIUYUBATD
103y npenapara 10 60 Mr/cyT, 4TO OOBIYHO
Tpebyetcst 6oabHbIM ¢ HLA-B52.

ITocie pOCTUXEHUST XOPOUIEro KJIMHU-
yeckoro 3¢ dekra yepes 4 Helelu IoKa3a-
HO CHUXXEHHe MepBOHaYaJbHOM 103bI Mpe-
raparta Ha 5 MT KaXIylo HeJeato Mpu ycao-
BUU MOHUTOPUHTA KJIMHUYECKUX U JIabo-
paTopHbIX mapameTpoB. OObIUHAs TOAIEP-
JKMBAIOLIAsl JO3UPOBKA MPEIHU30JI0HA —

1 yCYryOJIeHMeM TSXKECTU TIOPaXKEHMS yxKe
BOBJIEYEHHBbIX apTepuii. [1o maHHBIM pas-
JIMYHBIX WCCIIEAOBAHUMN, TSITUIETHSST BbI-
KuBaeMocTh 60mbHBIX AT coctasisiet 90%,
10-etHsIsT — okosto 88%, 15-nmetHsist — 80-
85%, 20-netHsas — npubausuteasHo 74%.
K HeOGmaronpusTHBIM HPOTHOCTUYECKUM
(bakTopaM oTHOCSTCS MOpakeHne KOpoHap-
HBIX U TIOYEUHBIX apTepuil, pa3BUTHE KO-
apKTallMM aopThl, HEIOCTAaTOYHOCTU aop-
TaJbHBIX KJIAllAHOB, aHEBPU3Mbl AOPThl U
PETUHOTATUM.

Cnucok nuMTepaTypbl HOXOAMUTCS B PeAAKLMM. @_




