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OBILIAA XAPAKTEPUCTUKA JUCCEPTAIIUU

AKTYaJIbHOCTb TeMbl HCCJIeN0BaHUs. AHKIIO3UpYIomui cioHauuT (AC) sBiis-
eTcs OJIHUM M3 HauboJjee COlMAIbHO 3HAUMMBIX BOCHAIUTENBHBIX PEBMATUYECKUX 3a00-
JIEBAHUM, YTO OOYCIIOBIIEHO BBICOKOM YaCTOTOM, MOJIOJIBIM BO3pacTOM Hayaljla, XpOHUYE-
CKUM TIPOTPECCUPYIOLIUM T€UEHHEM 3a00JIeBaHUs, HEOOXOAUMOCTHIO MTOCTOSIHHOIO MHO-
TOJIETHETO IpHEMa JEKapCTBEHHBIX MIPENApaToB, B TOM YHCie Joporocrosimux. [lpu atom
IPOTHO3 OO0JIE3HU MOXKET ONPEAEISITHCS MOPAKEHUEM HE TOJIBKO OMOPHO-IBUTATEIBHOTO
amrapara, HO U JIpyIrMX OpraHoB — BHeCKelleTHbIMU mpossiieHusiMu (BII), k koTopsiM
OTHOCSTCS TIOPaKEHUE TJIa3, cepla, KUIIEYHUKA, KOXH, nmodyek. [lokazaHo, 4To Kakoe-
6o u3 BII BeusiBisiercs moutu y 42% 6o0mbHBIX AC, a YBEUT U KapuaibHas MaTOJIOTUS
CUMTAIOTCS (PAKTOpaMH HEOJArONpPUATHOIO MPOTHO3a W MHBAIUIU3AIMH MAaueHTOB ¢ AC
[Vander Cruyssen,2007; Poccuiickue kinHUYecKre pekoMeHarmn. PeBmatonorus,2017].

HecMoTpst Ha naBHUIT MHTEpEC K MOPAXKEHMSIM pas3InuHbIX opraHoB npu AC co
CTOpPOHBI MCCEAOBaTENel U MPAKTUUYECKUX Bpayeii-peBMaTOJIOTOB, A0 CUX MOpP cOXpa-
HSETCS MHOT'O CIIOPHBIX BOIIPOCOB M MPOTHUBOpEeuMi, cBsizaHHbIX ¢ BII. IIpexne Bcero,
3TO OTHOCUTCA K Aedununuu u kputrepusm BIIl: kakue nmopaxkenus sisnsrotcst B, kak
UX pa3rpaHUYUTh C COMMYTCTBYIOUIEH MATOJIOIHEN U OCIIOKHEHUSIMU — Ha 3TH BOIIPOCHI
BHSITHBIX OTBETOB HET B OTEUECTBEHHOMN U 3apyOeKHOM JuTeparype, B TOM YHUCIIE B pe-
KOMEHAAIUAX DKCIEPTOB EBPONENCKON TpyINNbl MO W3YYEHHUIO CIIOHAUIOAPTPUTOB
(CnA) [Sieper, 2009]. OtcyTrcTBHE enuHOTO MOaXoAa K onpenenacHuio BIT ocmoxkusier
noctaHoBKy auarHo3a AC u apyrux CnA. 910, B 4aCTHOCTH, OTHOCUTCS K CITy4asim, IIpo-
TEKAIOUIMM C BOCHAJIMTENbHBIM 3a0oseBanueM kuiedHuka (B3K) wmu ncopuaszom, npu
KOTOPBIX OCOOEHHO YaCTO BO3HUKAIOT PA3HOTIACHUS B IOCTAHOBKE JTMArHO3a.

TpaauuMoHHO caMbIM 4YacThiM U KIMHWYECKU 3HauuMbIM BIT AC cuutaercst yBewur,
KOTOpBIA coctaBisieT Oonee 50% B crpykType Beex BIT mpu AC [Vander Cruyssen, 2007].
[TpoGnema yBenta npu AC Ha NPOTSHKEHUM MHOTHUX JIET TIPEICTABIIsIA OOJIBIION HAyYHbIH
uHTepec. CyleCTBEHHBIN BKJIA B U3ydeHne yBeuta npu AC v Ipyrux peBMaTHyeCcKuX 3a-
OoNieBaHUSIX BHECIM OTEUECTBEHHbIE W 3apyOexkHble uccnenoBarenu: JI. A. Karnenbscow,
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B. O. Tankogckwuii, JI. A. Karapruna, E. A. JIpo3nosa, J. Rosenbaum, T. Martin u ap. B ux
paboTax paccMaTpUBAIOTCS BOMPOCHI MMMYHOIIATOr€HE3a YBEUTa, POJIb psifia POBOCHAIIH-
TENBHBIX ITUTOKMHOB B WHAYKIIMH TJIA3HOTO BOCTANCHUs, accommarwsi yBeuta pu AC ¢
pPa3IMYHBIMUA T€HAMU TJIABHOTO KoMIuiekca rucrocoBMectumocTt (HLA). OgHako MHOTHE
aCTIEKTHI, KAaCAIOIIMECs IPUPOJIbI U TCUCHHS YBEUTA, €r0 B3aMMOOTHOIIICHUH C TIOPAKCHUEM
OITOPHO-/IBUTATEIILHOTO ammapara 1 IPyTuX OPraHoB, a TAKKE MOIXObI K JICYCHUIO HETOC-
TaTOYHO OCBEIICHBI B MCCIEAOBAHUAX U TPeOYIOT AajbHelIIen pa3padoTku. C Touku 3pe-
HUSI TIPAKTUYIECKOTO 3/IPABOOXPAHCHUS aKTYAJILHO OTPE/ICIICHNE 3HAYUMOCTH TPABIIILHON
OLICHKU yBeuTa sl panHeil nuarHoctuku AC, a Takke BO3MOXKHBIX HCXOJOB YBEUTa U
NpeOTBpAIllEHUE OCJIOKHEHUM, BIUSIONMIMX Ha 3peHue. M3BeCTHO, YTO YBEUT MOXKET 3a
MHOTO JIET MPE/IIIeCTBOBATh MepPBhIM MposiBicHnsM AC mim 1e0r0THpOBaTh Ha (hOHE MaJIO-
cumntoMHo Tiporekaroniero AC [Kamnenscon, 2003]. Ykazanue Ha yBEUT B aHAMHE3€ TIPU-
oOperaeT ocoboe 3HaueHue JJisi paHHeW AuarHocTKU AC y TAIMeHTOB CO C1ado0 BhIpa-
YKEHHBIMH OOJIBIO B CITUHE U JTAOOpaTOPHBIMH MpU3HaKamu BoctiasieHust [Gouveia, 2012].
TmartensHoro aHanu3a TPeOYIOT UMEIOIIUECS B JUTEpAType MaHHBIC O MOPAKEHUU
cepama v aopthl ipu AC, KOTOpOe MOXKET OBITh BEAYIIUM KIMHUYCCKUM CHHIPOMOM Y
6ombHbIX AC. CeromHst MOXXHO BCTPETUTH NMPOTUBOPEUMBHIEC CBEACHUS KaK O YacTOTE
BCTPEYAEMOCTH 3TUX M3MCHEHUH, TaK U 00 MX KIMHWUYECKOM 3Ha4YeHUH. P myOmukarmit
XapaKTEPU3YIOT TIOPAKEHUE CepIlia Kak PeIKoe U «100pokadecTBeHHOE» mposiBiieHre AC
[Lautermann,2002; Gupta,2003]. B To ke Bpems, mo manubiM C. Roldan u coastopos,
yacToTa aopTalibHOW peryprutauuu y 6ombHbIx AC MoxeT nocturate 50-82%, a Hapy-
IICHUS CEePJICYHON TIPOBOJUMOCTH, B TOM YHCJIE TPEOYIOIIHE UMIUIAHTAIIMU KapaUOCTH-
MyJIATOpa, BCTpeyarorces noutd y 1/3 marmentor [Roldan,1998]. B oreuectBeHHoOM nHTe-
paType UMEIOTCSI JIMIIb OTACIbHBIC MyOJIMKAINH, ITOCBAIICHHBIC 3TOH mpodieme. M3yde-
HUIO TIOPaKEHUS Ki1anaHoB cepna u aoptel ipu AC B Poccun B 3HAUMTENHHON Mepe CIo-
coOCTBOBaIM  paboThl, BeIMOAHEHHBIE B 1980-1990-x rr.  [KorenbHHKO-
Ba,1993; [Iponun,1988]. Ognako B 3TUX paboTax HE MPEJACTAaBICHA OlEHKA KIIMHUYECKON
3HAYMMOCTH ¥ TIPOTHO3a KapIUAIbHBIX TTOpakeHnH y 00bHbIX AC, He pacCMaTPUBAIIUCH

IMPUHIMUIIBI BEACHUS 3TUX ITAIHUCHTOB.



KimmHn4eckumMu npeanocbuikaMu u3ydeHus nopaxeHus cepaua npu AC mociy-
JKUJIM BBICOKAsl 4acTOTa pa3HOOOPA3HBIX KapJIUOJIOTMUEeCKUX (PEHOMEHOB B Mpolecce
PYTMHHOTO  KJIMHMYECKOTo  oOcienoBanusi  mamueHtoB  OI'BHY  «Hayuno-
HCCIIeIOBATENIbCKU WHCTUTYT peBMatojiornu uMeHu B. A. Haconosoit» (OI'BHY
HUHWP wum. B. A. HacoHOBOI1) — HapyIIeHUs MPOBOJUMOCTH, YTOJIIECHUS CTBOPOK
KJIAIIAHOB W AaOPThI U T.X., @ TAKXKE BBIABICHUE Yy OTIEIBHBIX IMAIMEHTOB KJIAIIAHHBIX
MOPOKOB, TPEOYIOIIMX ONEPATUBHOTO JICUEHUS, MOHBIX Osokana cepaua. CienoBaTenb-
HO, aKTyaJIbHOW JJI1 MPAKTUYECKON PEBMATOJIOTUU SBIISIETCS pa3padOTKa pPEKOMEH[a-
LIU{ IO CBOEBPEMEHHOM HMArHOCTUKE, MOHUTOPUHIY U IPABUWIBHOM CTpaTEruu Jieye-
HUS NAllMeHTOB, UMEIOIIUX J1aXke CYOKIMHUYECKUE TPU3HAKU TIOPaXKEHUs CepLa.

Hpyrue BII, B TOM uyuncie BOCIAIICHHE KUIIEYHUKA, KOXKH, TOUYEK TAKXKE OTpa)Ka-
IOTCSL HA TEUEHUU U MporHo3e 6osne3Hu. Hamuune u BbIpaXXEHHOCTh 3TUX MPOSBICHUN
HEOOXOMMO YUYUTHIBATh MpH BbIOOpE TakTUKH JedueHus: 0onbHbIX AC. Tak, k manues-
tam ¢ B3K u Heppurom tpeGyercs ocoOblil MOIX0 B CBSI3U C OTpaHUYEHUEM Ha3Haue-
HUS HECTEPOMIHBIX MPOTHUBOBOCHANUTENbHBIX TpenaparoB (HIIBII), obnamaromux
HE(POTOKCUYHOCTHIO M TMATOJOTMYECKUM BO3ACHCTBMEM HA CIM3UCTYIO KHIIEUHHUKA.
BHenpeHnue B KIMHUYECKYIO NMPAKTUKY T€HHO-MH)XEHEPHBIX OMOJIOTMYECKHUX Ipernapa-
toB (I'MBII) 3acTaBuio mo-HoBoMy B3rJIsiHYTH Ha BII: okazanock, 4To 3T mpenapartbl
MOTYT IO-Pa3HOMY BJIMSITh HA TAKUE MPOLIECCHI, KaK CIIOHIWINUT, yBenuT, B3K, ncopuas.

B psine pabot npencraBieHbl gaHHbIE 00 OTCYTCTBUM Koppensiuu TeueHust BII ¢
BOCHIAJINTENBHON aKTUBHOCTBEO AC M TSHKECTBIO MOPAXXEHHsI ONIOPHO-/IBUTATENILHOTO arl-
naparta [Essers, 2015]. Onnako B OOJIBITMHCTBE CIIy4aeB HE YYUTHIBAIMCH CTOMKHE OpPTraH-
HbIE TOBPEXKICHUSI U OCIOKHEHHs, 00ycioBieHHble coocTBeHHO BII. CBuuerenbcTBOM
aktyainpHocTH m3ydeHus BII AC wm mpyrux CnA sensiercs nombitka H. Zeidler u B.
Amor B 2011 r. BeIAETUTH CBOCOOpPA3HBIN KIMHUYECKH BapuaHT AC — 3KCTpaapTHKY-
JISIPHBINA, TPU KOTOPOM Ha TEPBBIN IJIaH B KIMHUYECKON KapTUHE BBIXOIAT pa3zHOOOpas3-
HbIE OpPraHHbIE IPOSIBIICHHUS, a MOPAXKEHHUE OINOPHO-ABUIATEIBHOIO amnmapara IpoTeKaeT
MaJIOCUMITOMHO. Takum 00pa3oM, CBOEBPEMEHHOE BBISIBICHHE, MPABUIIbHAS OLEHKA U
BegeHue O0onbHbIX AC ¢ BII nMeror BakHOe 3HAY€HHE AJI1 MPAKTUYECKOM MEIUIIUHBI.

[TpoGnemsl nneHTU(UKAMH, OIIEHKHA TeueHUs U Tspkectu BII, ux B3ammooTHOLIEHMS C
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JPYTUMH IIPOSIBICHUSIMU U 00111el akTUBHOCTBI0 AC, onpeeneHns NoX0/10B K BEJICHUIO
nanyeHToB ¢ BII sBisitoTCS HEAOCTaTOYHO pa3paOOTaHHBIMU U TPEOYIOT JaJIbHEWUIIETO
W3YYCHUS.

Ienb ucciaenoBaHus: KOMIUIEKCHAS OLEHKA BHECKEIIETHBIX IPOSBICHUNA C ONpe-
JIEJICHUEM MX CIEKTpPa U KJIMHUYECKON 3HAYMMOCTH ISl TEYEHHSI U MPOTHO3a AHKUIIO-
3UPYIOLLIETO CITIOHIUINTA.

3ajgauu uccJIe10BaHUA:

1. Onpenenuts CTPYKTYypy BHECKEJETHBIX MPOSBICHUN AHKUIO3UPYIOLIErO CIOH-
JWIINTA U BBIIBUTH HAaUOOJIEE YacThle U 3HAYMMBIE U3 HUX.

2. OxapakTepu3oBaTh T€UEHHE, KIMHUUYECKHE MPOSBICHUS U HUCXOJbl YBEUTA IO
JAHHBIM KOMIUIEKCHOTO MCCJEIOBAHUS M BBISIBUTH OCJIOXHEHHS, BIMSIOLIME HA 3pHU-
TeJbHbIE QYHKIUH.

3. OLeHUTh 3HAUMMOCTh KJIMHHYECKUX OCOOCHHOCTEH yBeWTa JJIsi paHHEH auar-
HOCTHKHU aHKWJIO3HPYIOIIETO CIIOHIUJINTA.

4. CpaBHUTD BIMSHUE PA3INYHBIX METOJIOB JICYEHUSI — I€HHO-UHXEHEPHBIX OMOJI0-
THYECKUX MpenaparoB, 0a3MCHBIX NPOTHBOBOCHAIMTENbHBIX NpenapatoB (BIIBII), ne-
CTEPOUIHBIX TPOTUBOBOCIIAIUTENBHBIX IPENAPATOB — HA YACTOTY PELIMIMBOB YBEUTA.

5. BbIsIBUTH KIIMHUYECKHE OCOOCHHOCTHU MOPAKEHUSI Cep/Illa U a0PThI TPU aHKHJIO-
3UPYIOUIEM CHOHAWINTE MO JaHHBIM KIMHUKO-MHCTPYMEHTAJIbHOTO HMCCIEIOBAaHUSA U
OLICHUTh UX TEYEHHE U UCXO/bI MO pPe3yabTaTaM JTUHAMUYECKOIO HAOII0ICHUSI.

6. BeISIBUTH 1 TPOAHATM3MPOBATh B3aMMOCBSI3h BHECKEIIETHBIX MPOSBICHUN U UX
B3aMMOOTHOIIEHHE C APYTMMH KIMHUYECKUMHU TNPOSBICHUAMH aHKUAJIO3UPYIOIIETO
CIIOH/IMJTUTA.

7. OUEHUTH acCOIMAIMI0 BHECKENETHBIX MPOSBICHUM C MOKa3aTeNIIMU BOCTIAJIU-
TEJIbHOW AKTHUBHOCTH WM TSKECTH AHKWIOZHPYIOLIErOo CHOHAWIMTA W UX BIMSHHUE Ha

001IMi1 MPOTrHO3 0OJIE3HHU.

Hayynass HoBu3Ha ucciaenoBanus. Bmnepseie B Poccuiickonn denepanmu Ha
0O0JBIIOM KJIMHUYECKOM MaTepHualie 1o pe3yJjbpTaTaM JJIMTENbHOIO HAOMIOACHUS J1aHa

neranbHas xapakrepuctuka BII AC, npeacraBieHa oneHKa 4acToThl U CTPYKTypsl BII
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B POCCHUICKON KOrOpT€ MAlUEHTOB, YTO MOJATBEPANIIO CUCTEMHBIM XapaKTep BOCIaje-
Hus nipu AC, BKIIIOYAIOIIWKM NMOPAKEHUE HE TOJBKO MO3BOHOYHUKA U CYyCTaBOB, HO U
Ipyrux opraHoB. Pa3zpaboranbl kpurepuu onpeneneHus BIl, 4To mo3BoAMIO BBIAEIHUTH
5 ocunoBuEIX BII, cBolicTBeHHBIX AC.

Taxxe BrepBble JaHa MOAPOOHAs XapaKTEPUCTHKA TECUYCHUS U MCXOJOB YBEUTA y
00apHBIX AC C OLIEHKOH BIUSHUA peuuauBrpyomiero teuenus yseura npu AC Ha pas-
BUTHE OCJIOKHEHUW W HapylieHue 3peHusd. [loka3aHa 3HaUMMOCTh KIMHUYECKOUW OLICH-
KM yBeuTa i panHerd quarHocTuku AC m apyrux CnA, 4To mO3BOJHIO ONPEAETHUTh
¢dakropsl, cnocodcTBytonye BoisiBieHUI0 AC y 60npHBIX yBeuToM. [IpoBeneHa oneHka
BIIMSIHUSA Pa3JIMYHbIX METOMOB JieueHusi, B ToMm uncie [ MBII, BIIBII, HIIBII, Ha gacto-
Ty oboctpenuii yBenta nipu AC. Briepble B Poccum BBIIIOJIHEHO CPaBHUTEIILHOE HUCCIIE-
noanne HLA | knacca y 6onbHbix niepeaaum yBeutom (I1Y) ¢ AC u 6e3 AC, uto noa-
TBEPAWIIO IPUOPUTETHYIO POJIb aHTUreHa B27 B pa3sutun u AC, n yBeura.

Ha poccuiickoil koropre OonbHbIX AC OlieHEHa 4acToTa KapAUalbHOW MAaTOJOTHH:
VM3MEHEHUH KJIAIlaHOB CEPJILa U aOpPThl, HAPYLIECHUM ITPOBOAUMOCTH, UX KIMHUYECKOE 3Ha-
YEHUE W 3BOJIIOLMS; BBISBICHBI KJIMHUKO-MHCTPYMEHTAIbHbIE OCOOEHHOCTH MOPAXKEHHUS
cepaua npu AC. /iutenbHoe MpocIeKTUBHOE HAOMI0ICHNE TOATBEPANIIO IPOrPECCHpPOBa-
HUE MOBPEKICHNS a0pThl U KiTanaHoB IIpu AC ¢ BO3MOKHOCTBEO Pa3BUTHSL TEMOJUHAMUAYE-
CKH 3HAYMMBIX MTOPOKOB cepAa. Briepsbie npyu AC BBIIOJIHEHA TO3UTPOHHO-3MUCCUOHHAS
tomorpadust (IT19T) ¢ uenbio BU3yanu3au akTHBHOTO BOCTAJICHUSI B a0PTE M TMOKa3aHbI
BO3MO>KHOCTH 3TOTO MCCIICOBaHUs i nuarHoctuku aoptura npu AC. BeisiBieHa B3au-
MocBsi3b BII, nx gactoe COUETAHUE Y OHOTO OOIBHOTO, MMPOJEMOHCTPUPOBAHBI OCOOCH-
HocTu B3auMooTHoieHus: BIT ¢ npyrumu kimnundeckumu napamerpamu AC. Ha ocHoBa-
HAA KOMIUIEKCHOM OIIEHKHM JOKa3aHo, 4To BII SBISIOTCS CaMOCTOSITENIBHBIM KPUTEPUEM
TsokecTr AC, BIMSIIOIIMM Ha TEYEHUE U MPOTHO3 3a00JI€BaHMS], & TAK)KE HA BBIOOP TAKTUKU
JICYCHMUSL.

Teopernyeckasi U npakTUHYeCKasi 3HAYUMOCTBL. B padoTe cucteMaTu3MpOBaHbI
npeactasienust o BII AC: Beinenensl 5 ocHOBHBIX BapuanToB BII, nano onpenenenue
BII, o603HaueHbl KpUTEpUH, MO KOTOPBIM cieayeT otnudath BII oT apyrux cunapo-

MOB, COIIPOBOKAAOIINX AC. Ha ocHoBanum ACTAJIBHOT'O KIIMHHUYCCKOI'O aHajin3a CO-
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CTOSIHMS MAallMEHTOB 0OOCHOBAaH JuarHoctudeckuil noaxox npu coueranun AC ¢ B3K
U TICOPHA30M, YTO MO3BOJSET CTaHAAPTU3UPOBATh IUArHOCTUKY, 00CIE0BaHNE U TaK-
TUKy Jieuenust 6onpHBIX AC c BOBIEUYEeHHEM ApPYrux opraHos. [IpoBeneHo reneruue-
CKOE HCCIJIEZIOBAHUE OOJIBIION TIpynIbl OOJIBHBIX YBEUTAMU POCCUHCKOMN MOIMYJISALUH,
orieHeHo BnusHue aHTureHoB HLA | kiacca Ha pazsutue ysenuta u AC.

Pe3ynpTaTel pabOThl MOTYT OBITh HCIIOJB30BAaHBI PEBMATOJIOraMU B IPOLECCE
KOMIUIEKCHOI0 00cie10oBaHus U jieueHus nanueHToB ¢ AC B MOJMKIMHUKE U CTAIUO-
Hape. B mpakTuKy 31paBOOXpaHEHUs MO UTOraM IMPOBEAECHHOW padOThl OYyIET peKo-
MEH/I0BAaHO BHEAPEHUE METOJ0B 00CJIEI0BaHUS, BBISBISIIOIIUX HE TOJBKO MOpa)KEHUE
IIO3BOHOYHMKA U CYCTaBOB, HO M APYIMX OpraHoB. IIpu 3TOM NOHMMaHUE CUCTEMHOIO
XapakTepa BOCHAJIEHUS MO3BOJIUT YAEIATh HEO0OX0JUMOE BHUMAHHUE HE TOJIBKO MATOJIO-
MU ONOPHO-/IBUTaTEIbHOTO allllapaTa, HO W LIEJCHAIIPABICHHO BBISABIATH IMOPAXECHUE
a3, Cep/ila, KO, KHIIEYHUKA, I0YEK, & TAK)KE BbIpa0aThIBaTh JICUEOHYIO CTPATETUIO
¢ yuetoM Hanuuus u Tspkectu BIL. Paspabotansl anropurmsl quarnoctuku AC Ha oc-
HOBAaHUU KJIMHUYECKON OLEHKH yBeuTa, JiedeHus yBeuta npu AC B 3aBUCUMOCTH OT
4acToThl 000cTpeHuil. Pe3ynbTaThl aHaim3a 3p(HEKTUBHOCTH Pa3IMYHbIX METOJIOB Jie-
yeHust yBenta npu AC MOryT ObITh HCIIOJIB30BaHbl PEBMATOJIOraMH U 0(TaibMOJIOraMu
JUTSl pallMoOHaIn3auuu Tepanuu 00abHbIX AC ¢ yBEUTOM.

B pe3ynbrare MpOCNEKTUBHON OLEHKH MOPAXKEHHsI aOpThl M KIIAIMAHOB CEpALA
000CHOBaHa HEOOXOAMMOCTh TOCTOSIHHOT'O HAaOJIIOIEHUSI 3a COCTOSIHUEM CTPYKTYP
cepaua npu AC myteM npoBeAeHUs PErYIIPHOro AIEKTPOKApAUOTrpaduyecKoro 1 3X0-
kapauorpaduyeckoro (OxoKI') obcnenoBanusi.

PanHee BbIsIBICHHE, AMHAMUYECKOE HAOIIOACHHE M KOPPEKIMs TIa3HOM, cepaed-
HO-COCYAMCTOW U APYrOM OPraHHOM NATOJOTMH MOMOTYT HPEAOTBPATUTH CEPHE3HBIE
OCJIO)KHEHUSI M YIY4IIUTh MPOTrHO3 3aboseBaHus. 3HAHHE OCOOCHHOCTEH CHCTEMHBIX
nposiBieHrii AC mo3BOJIUT Bpayam JpYruX CHEUUaIbHOCTEH, B MEPBYIO ouyepenb og-
TaJabMOJIOraM, TEpaleBTaM, KapIuoJioraM, CBOEBPEMEHHO HANpPABIATH IMALIMEHTOB K

peBmatosioram ist BeisiBiieHust AC.



IHonokeHus1, BLIHOCUMbIE HA 3ALIUTY:

1. AC siBnisieTcs CUCTEMHBIM BOCIAJIUTENIbHBIM 3200JIEBAaHUEM, YTO MOJTBEPK1a-
ercs yacTeiM pazButueM BIIL. Cpemu BII mpeoOianaioT yBeUT U MOpakeHUE CEpIlia:
MOBPEXKIECHUE a0PThI, KJIIANIAHOB U HAPYIIEHUE TPOBOJIUMOCTH.

2. BII kak mposiBIEHUS] CHCTEMHOTO BOCTIATUTENILHOTO MPOIecca YacTO acCOLUU-
POBaHbI C BHICOKOW BOCHAIUTEIHHON aKTUBHOCTHIO OOJIE3HH U CYHIECTBEHHO yXYy/IIIa-
10T TeueHne AC BCIENCTBHE OCIOKHEHUN YBEUTA, BOBMOKHOCTH Pa3BUTHS IMOPOKOB U
ONoKaabI cepria, HapyIeHus] PYHKIIMU MOYEK U KUIIEYHUKA.

3. 3nanue kinHUYeckux ocodennocreit BII, B wacTHOCTH, yBeuTa, BasKHO IS JU-
arHocTUKA AC U MO3BOJISIET MHULIMMPOBATH MOUCK XapakKTepHbIX NposiBiaeHuid AC y
MaIMEHTOB C MAJTOCUMIITOMHBIM T€YEHUEM CIIOHIWIINATA.

4. Hanmuuue u xapaxktep BII onpenensitor Taktuky jnedenus nanueHtoB ¢ AC, B
JaCTHOCTH, OTpeOHOCTh B HasHaueHuu [ MBI, cucremubix rimokokopTrkonioB (I'K),

BIIBII u BausitoT Ha BEIOOP IIpenapaToB.

KonkperHoe yuacTue aBTopa B OJIy4YeHUM HAYYHBIX pe3ybTaToB. Bee npen-
CTaBJICHHBIC K 3aIIUTE JAaHHbIC MMOJYyUYECHBI aBTOPOM JINUHO. Pe3ybTaThl SBISIOTCS MOI-
JUHHBIMUA U OPUTHHAJIBHBIMU. B paMkax IHCCEpTALIMOHHOTO MCCIEAOBaHUS aBTOPOM
BBITIOJTHEHO CJIEAYIOIICE:

- OTpeJIeTICHNEe aKTyaIbHOCTH MPOOJIeMbl Ha OCHOBAHWM JAaHHBIX JIMTEPATYPhl U
cOOCTBEHHOM KIIMHUYECKOU MPAKTUKHU;

- pa3paboTka Au3aitHa, GopMyJIUpPOBKa IIEIH U 3a]1a4 UCCIEIOBAHUSI;

- pa3paboTka TeMaTUYeCKUX KapT sl namnueHToB ¢ BII (yBeuTom, mopaxeHuem
cepama, B3K, ncopuazom, Hehputom);

- 0oTOOp MAIMEHTOB, BKJIIOYAsl MEPBUYHBIC KOHCYJbTALMH, CTAllMOHApPHOE O0O0CIie-
JIOBAaHUE U JICUCHUE B KAYECTBE JICHAIIETO Bpadya M MOCIEAYIONIee JIUTEITLHOE HA0II0-
nenue. Bee manuenTs! ¢ BIT ocMarpuBanmch 1 HaOIOJaIUCh aBTOPOM JIMIHO;

- (popMupoBaHuUE TPy MALMEHTOB JIJIsl AAJIbHEUIIIETo aHaln3a;

- cOop mH(pOpMaIMK, HA OCHOBAHWHM KOTOPOW BBIMIOJIHEH IMOCICAYIONMNNA aHau3

JaHHBIX



- IOJIHAs CTaTUCTHYecKasi 00paboTKa MOJYyUYEHHBIX PE3YyIbTaTOB C UCTIOJIL30BAHUEM
aJICKBATHBIX METOJIOB CTATUCTUYECKOTO aHATN3A.

JI0CTOBEPHOCTH M anpofanus pe3yJbTaToB padoThl. J[OCTOBEPHOCTh HCCIIEIOBA-
HUs1 000CHOBaHa OOJBIION BBIOOPKOM MalMeHTOB — 651 4yesioBek, MOo3BOJIMBIIEH IPOBECTH
Ka4eCTBEHHBI aHAJM3 M CAENaTh KOPPEKTHbIE BbIBOABL Ilpn oOcrnenoBaHuy NanyeHTOB
NPUMEHSITUCh COBPEMEHHBIE METOJIbI JTA0OPATOPHOIO M MHCTPYMEHTAIBHOIO HCCIIEIOBA-
HUSI, BAJIMIMPOBAHHbBIE OMPOCHUKU OIEHKU aKTHMBHOCTU OoJyie3Hu. Crieruain3upoBaHHbIC
WCCTICIOBAHUS M KOHCYJIBTAIIUY BBIMTOJTHEHBI ¢ yYaCTHEM BEAYIIMX BBICOKOKBAT(DHUITHPO-
BaHHBIX CHELIUAIMCTOB: 0(TAILMOJIOrOB, KapAUOJIOTOB, TaCTPOIHTEPOJIOTOB, HEPPOJIOTOB,
nepmatosnoroB B ®I'bHY HUNP um. B. A. HacoHOBOI 1 ApYruX BEAYIIMX YUPEHKICHUAX
Poccun: ®I'BHY «HayuHo-uccnenoBarenbCkuii MHCTUTYT Ia3HbIX Oonesneiy, OI'bY
«HarmoHanpHbIi MEIUIIMHCKANA UCCIIEI0BATENIBCKUM LIEHTP CEPACUHO-COCYIUCTON XUPYP-
run uM. A. H. bakynesa» Munsnpasa Poccun.

Pe3ynbTaThel paboThl OBLUTM MPEACTABICHBI B BUJI€ YCTHBIX U MMOCTEPHBIX JIOKIIAJIOB
Ha V Cnbe3ne peBmarosioroB Poccun (Mocksa, 2009), VII Ceezne peBmarosoros Poc-
cun, MockBa, 2017), 2-ii Poccuiickoii KOH(pEpEeHIMH IO CHOHIMIOAPTPUTAM
«SpArKLe» (Cysnanb, 2013), Beepoccuiickoit kondepennnn « ClioHanI0apTpuThi B 21
Beke» (Kasanp, 2016), |1l MexauciuminHapHOM cCaMMHUTE 110 BOTIpOCaM JICUCHHS ay-
TOMMMYHHBIX 3a0oseBanuii (Coun, 2017), ExxerogHoM koHrpecce «/[Hu peBMaTonoruu
B Cankr-IletepOypre» (Cankr-IlerepOypr, 2017), EBpomneiickom KoHTpecce peBMaro-
aoroB EULAR (Konenraren, 2009, [Tapwk, 2014, Pum, 2015).

[lo marepuanam paboOThI OMyOIMKOBAaHO 45 TIEUaTHBIX Pa0bOT, B TOM yrcie 17 B u3na-
HISIX, pekoMeH1oBaHHbIX BAK mipu MunoOpHayku Poccun [t omyOnrKoBaHus pe3yibTa-
TOB JTUCCEPTAIIMOHHOTO McCenoBaHus. Matepuaibl paboThl MCHOJIB30BaHbl B HANKMCAHUU
IJIaBbl «AHKWIOHPYIOIIMI CHOHAWINT» B pykoBozacTBe «PeBmaronorusa. KimmHuueckue
aekuumy nof peaakuueit B. B. bagokuna (Mocksa: Jlutreppa, 2012). M3nana monorpadus
«YBewurt B npaktuke pesmartonora»y (LAMBERT Academic Publishing, 2012).

[Tposenenue uccnenoanus ogoopeno Komurerom no stuke ®I'bOY AIIO «Poc-

CHUICKas MCIHULMHCKAsA aKaaCMHA HEIIPCPBIBHOI'O l'IpO(beCCI/IOHaJII)HOFO 06p&30BaHI/I$[»
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13 oxtsa0ps 2015r. [lepBuyHas skcmepTH3a AUCCEpTAllMd IMPOBEJEHA Ha 3aceIaHUHu
VYyenoro copeta ®I'BHY HUUP um. B. A. Haconosoit 21 Hos0ps 2017 r.

BHenpenue B npakTuky. Pe3ynpraTsl paboThl HCHOIB3YIOTCS PEBMATOJIOTaMHU B
KJIMHUKE 151 HAay4YHO-KOHCYJIbTAaTUBHOM OTAEIICHUU OI'bHY HUNP
uM. B. A. HacoHOBOI B TIporiecce TUarHOCTUKH, OOCIEIOBAaHUS U JICUCHHS MMAIIICHTOB
¢ AC, B TOM yucie anroputmbl paHHen auarHoctuku AC Ha OCHOBaHUU KIIMHUYECKOM
OIICHKM YBEWTA, aJrOpUTM JieueHus yBeuta npu AC B 3aBUCUMOCTH OT 4aCTOThI 00OCT-
PEHMIA, TPUHLIUIIBI 00CIeI0BaHus U HaOmoaeHus 00apHBIX AC ¢ mopakeHueM cep/ia.
Mertoavka paHHEW IUArHOCTUKYU CIIOHIWIOAPTPUTA HA OCHOBAHUM KIIMHUYECKOMN OICH-
KU YBEUTa, aJTOPUTM MPOTUBOPELMIUBHOTO JICUEHHS YBEUTA UCIIONb3YIOTCS O Tallb-
MOJOTaMM W  BHEIpeHbl B  KiuHH4Yeckyrwo 1npaktuky @OI'BHY  «Hayuno-
UCCJIEI0BATENLCKUI MHCTUTYT TJIa3HBIX OoJie3HE». Pe3ynbTaThl aHaIM3a KITMHUYECKUX
NPOSIBICHUM, TEYEHUS] W JICYEHHsS] YBEHUTA JIETJM B OCHOBY AHKETHI JUISl BBISABJICHHS
yBeuTa y nanueHToB ¢ AC, pa3MelieHHON Ha caiite «O01ecTBa B3aMMOIIOMOIIU TIpU
6one3nu bextepeBa». Marepuainbl paOoThl BHEAPEHBI B Mpoliecc OOyUeHHs CiylaTe-
Jeil IIUKIIOB MOCIEUIUIOMHOro obpa3oBanus kadenpsl peemaronorun ®I'bOY 110
PMAHIIO Munzapasa Poccun B pazaenax «BocmanurenbHbie 32007I€BaHUs CYCTaBOB U
MO3BOHOYHUKaY, «/{uddepennmanbias 1narHocTuka 3a001€BaHni CyCTaBOBY, «JleueHue
pEeBMaTUYECKUX 3a00JI€BAHUI.

O0bem U cTpyKTypa auccepraunu. /{uccepranus usoxeHa Ha 251 crpanulie u
COCTOUT M3 BBeJCHMUS, 4 raaB (0030p JIUTEpaTyphl, MAaTEPUATl U METOJIbI UCCIIEI0BAHNUS,
pe3yabTaThl UCCIeI0BaHuUs, OOCYKICHIE TOMYyYEHHBIX PE3yJIbTaTOB), BHIBOJIOB, MpaK-
TUYECKUX PEKOMEHJAIMH, CIUCKA JIMTEPaTyphbl, BKIIOYAOMIET0 369 MCTOUYHUKOB, W3
HuX 39 Ha pycckoMm u 330 Ha MHOCTpPaHHBIX s3bIKaX, 5 mpuinoxeHui. TekcT nuccepra-

IIUU WUTIOCTpUpOBaH 35 Tabnuiiamu, 47 pucyHkamu, 15 KIMHUYECKUMH TPUMEPAMHU.
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COJIEPKAHME JTUCCEPTAIIMOHHOT'O UCCJIEJJOBAHMS

MaTepI/IaJI 1 METOAbI UCCJICA0OBaAHUA

OcHOBHasE 4acTh MCCIEJIOBaHUs BHITIOJHEHA Ha COOCTBEHHOH rpyrme OOJbHBIX
AC, cocrosimieit u3 452 4enoBeK ¢ JOCTOBEpHBIM quarHo3oM AC, COOTBETCTBYIO-
M MoxubunuposanusM Hero-Mopkekum kputepusm (1984) [Van derLinden, 1984],
KOTOPBIM IPOBENEH KOMIUIEKCHBIN aHanu3 BII:

1. PerpocnieKTUBHOE UCCIIEOBaHKE: OnpeeieHne CTpyKTypbl 1 Tskectd BIT AC.

2. PeTpocneKTUBHOE UCCIIEIOBAHUE: OLIEHKA TEYEHUS M HUCXOJO0B yBEUTa y 0OJIb-
HbIX AC — 140 u3 452 nanuentoB ¢ AC, UMEBIINX YBEHT.

3. PeTpocnekTuBHOE UCCIEIOBAaHUE: CPABHEHUE BIUSHUS PA3NIUYHBIX METOJOB
neyenus — ['MBII, BIIBII, HIIBII — na wactoty peunnnBoB yBenta y 140 nanueHToB
¢ AC u yBeuTom.

4. OMTHOMOMEHTHOE Ha0II0ATEIbHOE MCCIEA0BAaHUE: OLEHKAa KIMHUYECKUX OCO-
OeHHOCTel mopakeHuss cepaua W aoptel npu  AC 1O JaHHBIM  KJIMHUKO-
WHCTPYMEHTAJIBHOTO UCCIIEIOBAHMS.

5. [IpocniekTUBHOE UCCIIEI0OBAHNE: OLIEHKA TEUEHUS M HCXOJOB MOPAKEHHS Kia-
NAHOB CepJilla W aopThl MO pe3yJbTaTaM AMHAMUYECKOTO HaOmogeHuss — 45 u3 452
6onpHBIX AC.

6. PetpocniekTuBHOE HCClIeJOBaHME: aHaNU3 B3auMocBs3u BII, nx B3anmMoOTHO-
[ICHUH ¢ IPYTUMHU KIMHUYeCKuMHU mapameTpamMu AC M BIMSHUSA Ha OOLIWN NMPOTHO3
00s1e3HHU.

[IpoBeneHo BcecTOpoHHEE OO0CiIeIOBaHHUE BCEX OOJBHBIX C JIETAJIbHOM OIEHKON
nposisieanii AC. [lpunienpHOoe BHHMaHHE 00paimaioch Ha BocmaylieHue TIia3 (yBe-
UT), )KajJo0bl CO CTOPOHBI CepAlla, KUIIEYHUKA, TOYEK, HATMYUE TICOPUATUYECKOTO IO0-
paKeHUsI KOKM U HOTTEH. Y MalueHTOB C YBEUTOM B aHaMHE3€ YYUTHIBAJIOCH OOlIee
KOJIMYECTBO 0OOCTPEHUN K MOMEHTY HAOJIIOACHHUS, CPEAHEE YHCIO 0OOCTPEHUN B TOJ,

HAJIM4YNE OCI0KHECHUM YBCUTA.
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172 GonbHBIM NpoBeeHa TpaHcTopakaibHas DxoKI' Ha ynbTpa3ByKOBBIX ammnapa-
tax cucteMbl GE Vivid7 (CIIA), ESAOTE TWICE (Utanust) coTpyJHUKOM OTAEIIe-
HUS  (PyHKIMOHAIBHOM W ynbTpa3BykoBoil  aumarHoctukn OI'BHY  HUNP
uM. B. A. Haconogoii 1O. O. Kopcakosoii. [Ipu ananuze 9xoKI'-uzmenenuii npuaumMa-
JUCh BO BHHMAHHE CIEAYIOIINE MPU3HAKU: YTOJIIEHUE CTEHOK aopThl (TONILMHA 3a]1-
HEW CTEHKU aOpThl Ha PACCTOSIHUM 2—3 CM OT aOpTaJIBHOTO KJIarmana Ooiiee 3 MM); 1u-
JsTanus KopHsi aopThl (Oosnee 3,7 cM); yTONIIEHHE CTBOPOK KiamaHOB cep/iia (6osee
3 MM); HAJIMYUE U BBIPAXKEHHOCTH KJIAMaHHON PETypruTally; HaJu4ue cy0aopTaibHOTO
rpebHeBuIHOTO yTommeHus (Subaortic bump) [®eiiren6aym,1999; Bulkley,1973]. [latu
NanyeHTaM, y KOTOPbIX MpEAroaraics akTUBHbIA aopTuT, caenana [I19T. Ona BbInonHs-
nace B OPI'BY «HanumoHanbHbld MEIMIMHCKANA HCCIENOBATENBCKUN LEHTP CEPACUHO-
cocyauctoi xupyprun uM. A. H. BakyneBa» MunzapaBa Poccuum Ha ammapare ECAT
EXACT-47, Siemens, ¢ HCHOJIb30BaHWEM BHYTPHUBCHHOTO BBeAcHus  18F-
(TOPAE30KCUTITIOKO3BI B pEKUME 00CIIE0BAaHMSI BCETO Tea.

[ToMHUMO OCHOBHOWM YacCTH UCCIEIOBAHUS, B KOTOPYIO BKIJIFOUEHBI MAIIUEHTHI C yC-
TAHOBJIEHHBIM IUAarH030M AC, BBITIOJHEHO 2 MOIUCCIEA0BAHMUS:

- IIOAUCCIIEA0BAHUE l. OnHOMOMEHTHOE UCCIICIOBAHHUE: OLICH-
Ka TMarHOCTUYECKOU 3HAYUMOCTHU yBeUTa TUTSt paHHETo BBISIBJICHUS
CnA. O6bexToM uccnenoBanust 061 105 manueHToB ¢ pa3HbIMU (pOpMaMu YBEUTOB,
HampasieHHbie odramemornoramu B ®I'BHY HUMP um. B. A. HacoHoBo# ¢ 11€7bI0
YTOUHEHUSI TPUPOJIbI YBEUTA, Y KOTOPHIX CPABHUBAINUCH KIMHUYECKHE TMapameTphbl
YBEUTA.

- IoJuccieioBaHne 2. PETpoCeKTHBHOE HCCIEA0BaHUE aCCOLIMATUBHOM B3auMO-
ces3u antureHoB HLA knacca I ¢ IIY B 3aBUCHMOCTH OT HQJIMYWSI WM OTCYTCTBUS
CnA — 148 nmamuentoB c ITY. Ilposeneno tunupoBanne HLA anturenoB kiacca | c
uccienoBanueMm JokycoB A, B, Cw B 1abopaTopuv MMMYHOJOTUU U MOJIEKYJISIPHOU
ouonorun peMatuueckux 3adoneBanuii ®I'bHY HUUP um. B. A. HacoHoBoi ¢ mo-
MOIIBIO CTAaHAAPTHOTO MUKPOIUM(POIIMTOTOKCHUECKOTO TECTa C MCIOJIb30BAaHUEM CIIe-
uupuueckux antu-HLA-ceiBopoTok 3A0 «['caHcy cTapiiM HAyYHBIM COTPYIHUKOM
KaHa. men. Hayk M. A. I'yceBoi.
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OO1ee KOJIMYECTBO MALMEHTOB, BKIIOYEHHBIX B MCCIEI0BAaHUE, COCTAaBUIO 651
yenoBeK. Ha OCHOBaHMM KIMHMYECKOH, J1aOOpaTOPHON, MHCTPYMEHTAIBHOM OLIEHKU
KQKJIOr0 MAlMEHTa, C YI€TOM JAaHHBIX JUTEPATypPhl U IPEALIECTBYIOMNX KIMHUYECKUX
HaOJII0IeHUI ObUIN BBIJEIEHBI CIEAYIOUINE CUMITOMOKOMIUIEKCHI, KOTOPbIE pacLEHU-
BaMch Kak BII m moasepriiichs nanpHEMIIEMY aHAINU3Y: YBEWUT, ITOPAKEHUE a0OPThI U
KJIallaHOB cepJlia U HapylleHue cepaednoil nposoaumoctu, B3K, ncopuas, Hedpur.

Kputepun tsxectn yBeuTta pazpabOTaHbl HA OCHOBAHUM COOCTBEHHBIX IaHHBIX U
IIpEACTaBICHbl B InaBe «Pe3ynbrarsl nccnenopanus». Kpurepun tsxectu npyrux BII

npuBeeHBI B Ta0uIE 1.

Tabamua 1. Kpurepuu tsxectu BIT AC

[Topaxenue aopTsl Hapymenne Hedpur B3K IIcopuas
U KJIAIIaHOB Cep/ra MIPOBOIUMOCTH
AopTasibHas/MUTpabHAS AB-6nokana XBII >2-i1 craguu, | HBI>10 | BSA>10%,
peryprutauus 3-4-it crenenu, | |-l creneny, Makporemarypus PASI>10
IIPOTE3bI KJIAIaHOB Hannuue DKC

Ilpumeuanue: AB-6nokaga — aTpuoBeHTpUKyJsipHas 6yokana; XbII — xpoHuueckast 60y1e3Hb
nouek; HBl — unnexc R. Harvey u J. Bradshaw (Harvey-Bradshaw Index); BSA — o6miast mioriaip
nopaxenus tena (Body Surface Area); PASI — uHzmekc pacnpocTpaHEHHOCTH W TSHKECTH ICOopHa3a
(Psoriasis Area Severity Index).

Pe3yabTaTsl nccjie1oBaHus

[Tpu o6mieit ouenke ctpykTypbl BII B nccnegyemoit rpynne 6onbHbix AC oka3za-
JI0Ch, 4TO Kakoe-mubo u3 BII 3a nepuon 6ome3nu 6pu10 orMedeHo y 218 u3 452 nanu-
eHToB (48%): yBeur — y 140 (30%), HapyiieHre npoBOaUMOCTH cepama — y 61
(13,4%), moBpexaeHre aopThl U KiamaHoB cepana —y 71 (41,2%) u3 172, ncopuasz —
y 17 (3,7%), B3BK — y 16 (3,5%), nepput — y 16 (3,5%).

VYBeur. Y 140 u3 452 (30,9%) nauuentoB ¢ AC ormeueH 1o kpaitHeid Mepe 1 anu3on
yBeHTa K MOMEHTY HaOmoieHus. Y OonbimuHcTBa 00apHBIX — 82 13 140 (58,6%) — yBe-
uT nedrotuposan B niepsbie 10 net mocne Hayana AC. B mo3aaue cpoku 00J1€3HU — MOCIe
10 ner — Havanmo yBeuta otmeueHoy 21 (15,0%) nmammenta. VY 37 naiMeHTOB

(26,4%)ne0r0T yBEeHTa COCTOSUICS [0 Hadala KIMHUYECKUX TIPOSIBICHUN CIOHIWIIU-

Ta (pUCYHOK 1).

14



B [lo Hayana
AC

M B nepsble
10 net AC

21 (15%)

Mocne 10
net AC

Pucynox 1. Jle0rot yBeurta y 60onpHbIX AC, N=140

o 2 »nu30/10B yBeuTa K MOMEHTY HaOJt0AeHUsI 0TMeUeHO Yy 35 (25,0%) uenosex,
y 33 (23,8%) — 6onee 10 arak yBeuTa Ha npoTsbKeHUH OoJie3nu, y 54 (38,6%) — ot 2
1m0 10 oboctpenuii. [Ipu stom y34 (24,2%) OONBHBIX PETUCTPUPOBATIOCH B CPEAHEM
Oonee 2 oboctpenwmii yBeuta B roia, y 41 (29,3%) — 1-2 arakum yBeuTa B roji, y 65
(46,4%) — menee 1 (pucynku 2, 3).

65
(46,4%)

m3nbonee m 1-2 MeHee 1

Pucynox 2. Uucno oboctpenuit ypeuta B roa, =140

(38,6%)
B He 6onee 2 Ot2 0010
B bonee 10 XpOHUMYecKoe TeyeHne

Pucynox 3. Uucno o0ocTpeHuid yBeuTa K MOMEHTY HaOJII0ICHUS
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[Ipu orneHKe NPOAOIKUTEIBHOCTH 000CTpeHUil oka3zasioch, 4to y 48 (34,3%)
OOJBHBIX CPEIHSS JIMTEIBHOCTh aTaku yBeuTa Obula HEe Oosiee 12 nueit, y 45
(32,1%) — ot 12 nmueit mo 1 mecsma, y 29 (20,7%) — ot 1 10 3 MecsteB (pUCYHOK 4).

B He 6onee 12
aHemn

29 (20,7%)

m OT1 12 aHelt oo
1 mec

OT11 po 3 mec

Pucynox 4. Cpeansisi IpoJoJDKUTENBHOCTh 000CcTpeHult yBenTa y 6oibHbIx AC, N=140

VY GompmmHcTBa 60MBHBIX — 118 (84,3%) Habmr0omancs N30IUPOBAHHBIA UPHUIO-
IUKIIUT; U30JUPOBAHHOE TOPAKEHHE 3aJHUX OTJIEJOB TJia3a BBISBJICHO TOJBKO Yy 2
(0,01%) mamuentoB. Y 20 (14,2%) u3 140 namueHToB HaOIIOAQNICS TAHYBEUT, y 3 U3
HUX HApSy C UPUIOLMMKINTOM BBISIBJICH dKCCYIaTUBHBIA XOPHOPETUHUT, y 5 — KHUC-
TOBUHBIM MaKyJSIPHBIA OTEK, Y 1 — remMopparnueckuii XOpuOpeTUHUT, y 3 — peTu-
HaJIbHBINA BACKYJIUT, Y 2 — OTEK 3PUTEIHHOTO HEPBA (HEUPOPETUHUT).

OpnnoctopoHHee Bocniasienne Habmoaanoch y 122 (87,1%) OonbHBIX, U3 HUX y 45
(32,4%) ObL10 IOOUepeaHOe mopaxenue a3 (OD-0S). /IBycropoHHuii yBeuT (0IHO-

BPEMCHHOE BOBJICUEHHE 000uX 1a3) otmeueH y 18 (12,8%) yenosek (pucyHku 5, 6).

20 (14,2%)

H MepegHuit yBeUT (MPUAOLNKAUT)

H M30/IMPOBaAHHbIN 3aiHUI YBEUT
MNanyseunt

Pucynox 5. Jlokanuzanus yBeurta y 601bpHbIX AC (n=140)
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100

122
(87,1%)

80
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(32,4%) 2-CTOPOHHUM
18 (12,8%)

Pucynok 6. CooTHOIIEHNE TAIUEHTOB C OJHOCTOPOHHUM, [IOOYEPETHBIM
Y JBYCTOPOHHUM MOPAXKEHUEM TJ1a3

OcJIO)KHEeHHsI YBEUTa CO CHIDKEHHEM 3peHus BbisiBlicHbI y 41 (29,3%) nmanmenta. Cpe-
1 HUX Tpeodnanam cuaexun — y 26 (18,6%), karapakta — y 32 (22,8%), mectpykius
crexsoBuaHoro tena — y 20 (14,3%), nocryBeanibHas raykoma — y 13 (9,3%), makyio-
natvsi (KUCTOBUIHBIA MaKyJISIPHBIN 0TeK) — y 6 (4,3%), TeHTOBUIHAS JIeTeHepaIys poro-
BUILILI — Y 6 (4,3%), yacTuuHas atpodust 3putenbHOro Hepsa — y 3 (2,1%) (tabimia 2).

VYV 7 (5,0%) naireHToB oTMeUaIach MoJiHas CJIENOoTa OJJHOTO U3 Ii1a3, 00yCIOBIICHHAs
B 5 Cilydasix KaTapakTou, B 2 ciydasx — atpodueii 3putensHoro Hepa. CoueraHue He-

CKOJIKUX OCJIOKHEHUM Habmonanock y 22 (15,7%) uenoBek. B OonbIMHCTBE CiiyyacB

OTMEYAJIOCh COUYCTAaHHUC CI/IHCXHfI, KaTapaKThl, ACCTPYKOHHU CTCKIIOBHUIHOI'O TCJIA.

Ta6auua 2. Ocnoxuenus yseuta y 6onbabix AC, n=140

OcnoxxaeHue n %

Cunexun 26 18,6
Oxkxunro3us 3padka 5 3,5
ITocryBeanpHas rraykoMma 13 9,3
Karapaxkra 32 22,8
JleHTOBHTHAS KEPATOMIATHS 6 43
JlecTpyKiusi CTEKJIOBUAHOTO TeJa 20 14,3
Makysomnarust 6 4.3
ATpodus 3pUTEeITLHOTO HEPBA 3 2,1
Cnenota 7 50
CoueTaHne HECKOIBKUX OCIIOKHEHUI 22 15,7
Bceero 41 29,3
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[Ipu ucciaenoBaHUU B3aUMOCBSI3M MEXKy XapaKTepOM TEUEHUS! YBEUTa U Pa3BUTH-
€M OCJIO’KHEHHI OBUIH BBISIBIICHBI CIIEAYIOUINE KOPPEISLIUU:

- IpsiMasi KOPPEJILIMOHHAS CBS3b MEXK]Ty YacTOTOM 00OCTpEeHMI yBeHTa U 0Opa3oBa-
HHEM CHHEXMH, KaTapaKTOM, TTIayKOMOM, JECTPYKIIMEH CTEKIOBUIHOTO Tena (Tabnuma 3);

- IpsIMasi KOPPEISAIIUOHHAS CBSI3b  MEXKIy MPOJOKUTENILHOCTRI0  000CTPEHHUN U
CUHEXMSIMU, KaTapaKTOM, IeCTPYKUUEN CTEKIIOBUIHOTO Tea (Tadbiuna 3).

Tadoauma 3. Koppensuus () MexIy 4acTOTOW M JUIMTEIBHOCTBIO OOOCTPEHHM U OC-
JIO’)KHEHUSIMH YBEUTA

ITokazarenn Cunexuun Karapakra I'maykoma JlecTpykius
CTEKJIOBHIHOI'O
Tela
OOmiee 4uciio arak yBewTa r=0,310, r=0,388, r=0,372, r=0,210,
>10 p=0,000291 p=0,000003 p=0,000008 p=0,013
CpemHee 4uClio aTak yBeuTa r=0,398, r=0,351, r=0,415, r=0,241,
B roj >3 p=0,000002 p=0,000094 p=0,000001 p=0,01
JIMMTEeNbHOCTh  000CTpEeHUH r=0,365, r=0,336, r=0,315, r=0,296,
ot 12 mueit no 1 mec. p=0,00023 p=0,00023 p=0,00065 p=0,009
JIMMTEeNbHOCTh  000CTpEHUH r=0,660, r=0,460, r=0,697, r=0,480,
Ooitee 1 mec. p=0,0003 p=0,00015 p=0,00034 p=0,006

BrisiBiieHHAs MOJ0XKUTENbHAS KOPPEIALUS MEXY Pa3BUTUEM OCIIOKHEHUM U yac-
TOTOW U JJIUTEITLHOCTHIO O0OOCTPEHUI YBEUTA MO3BOJIMIIA Pa3pad0TaTh KPUTEPUU TSKE-
ctu TedeHus yeeuta npu AC: 4yuciao o00CcTpeHuit B 1o >3, JIMTEIbHOCTH 000CTPEHUIA
>1 Mec., HaMuue OCJIO0KHEHUH, BIUSIONINX Ha 3pEHUE.

AHTHUTEeHBbI THCTOCOBMecTUMOCTH HLA kiacca |y GoabHbIx ITY co CnA u 6e3
Hero. B rpynme ITY co CnA HLA-B27 BeisiBien y 96,1% (y 50 u3 52) nauueHTos, B
rpymre [TY 6e3 CnA — y 40,6% (y 39 u3 96), B kouTposbHOM rpynie —y 7,3% (y 11
u3 150) [A3noBckuii, 1998]. Takum oOpa3om, npu Hammuuu B renoturie HLA-B27 puck
pasButus (otHomieHue mancoB (OII)) comectroit matonoruu (ITY co CmA) cocras-
asiet 315,9 (95% nmoseputensubiii uatepsan (W) 61,9-2176,7), p<0,0000001; puck
passutus 1Y — 8,7 (95% AN 3,9-19,4), p<0,000001. Cpeau anTHreHoB jokyca C
BBISIBJICHA BBICOKasi yactoTa aHtureHa Cw2 B rpymnme [IY co ConA wu rpynme IIY B
CpaBHEHUU C KOHTPOJbHOU rpynmoii (64,0; 36,3 u 10,0% cootBerctBenHo): IIY co
CnoA npu conoctaByiieHUU ¢ rpynnoit koHtpossi — p<0,000001, ITY npu conocrasie-
HUU ¢ KOHTposibHOU rpymnmnoi — p<0,00001. OTmedeHa TeHAEHIMS K TOBBIIIEHUIO Yac-

ToThl anTureHa Cwl B rpynme I1Y co CnA B cpaBuenuu c¢ rpynmnoii I1Y 6e3 CnA u xoH-
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TpoabHOU rpymmoit: (20,5; 5,2 u 8,0% coorBercTBeHHO): ITY co CA B cpaBHEHUM C KOH-
TposnbHOU Tpymmoir — p=0,037, ITY co CnA B cpaBuenuu ¢ ITY — p=0,02, a Taxxe K
CHIDKEHUIO 4acToThl aHTUreHoB B15 nu Cw3 B rpymme ITY co CnA B cpaBHEHUM € TpyTI-
noii koHTposst: 1,9 u 12,0% (Prishe=0,03) 1 5,1 u 21,3% (p=0,018) cootBeTcTBeHHO. Of1-
HAKO IIPU PACYETE Peorr JOCTOBEPHBIX PA3IMUHUNA MEKY TPyIIIaMHU HE MOJIy4€HO. AHTUTECH
Cw7 BbIsiBWICA HO0CTOBEpHO pexe B rpymme [IY co CnA B cpaBHEHHMH C KOHTPOJIBHOU
rpynmoit: 12,8 u 38,7% (p=0,002). B rpymme ITY 6e3 CmA dwactoTa 3TOrO aHTUTE-
Ha JOCTOBEPHO HE OTIIMYANAach OT TAKOBOM B KOHTPOJBHOW rpymme u rpynne [IY co
CoA. CtaTUCTHUYECKH 3HAYUMMBIX Pa3iIMuyuil B YacTOTE JAPYTHMX aHTUTEHOB Kiacca | B
rpymre [TY co CnA B cpaBHenuu c rpymmoit [TY 6e3 CA U KOHTPOJIBHOW TpyMIioN He
YCTaHOBJICHO.

I PeKTUBHOCTH Pa3JIMYHbIX METOIOB JIeYeHHUsI YBeUTa. B peTpOoCIeKTUBHBIM
aHanu3 3Qp(HEeKTUBHOCTH CyJib(acanasuHa BKItoueHb! 111 marueHToB ¢ yBeutom u3 452
00apHBIX AC, y KOTOPBIX CpaBHHBAJIACh YaCTOTa 00OCTPEHUH yBeHTa Ha (poHE KOMOU-
HUpOBaHHOU Tepanuu cynbpacanazuaoM u HIIBIT u monorepanuu HIIBII. Cenenus
00 smm304aX yBeuTa OBLIM COOpaHBbl HA OCHOBAHUHM COOOINECHHI MAIlMEHTOB M JTAHHBIX
MEAMIMHCKON JNOKyMeHTauuu. 49 dYelnoBeKk MOJy4yald KOMOMHHUPOBAHHYIO TEpaIlulio,
BKJTIOYABIIYIO cyib(dacanasud 2 r B cytku u HIIBII B Teuenue ne menee 1 romga. Cpen-
HSISl TIPOJOJDKUTEHPHOCTh KOMOMHUPOBAHHOW Tepamuu cocTaBuia 3,9+2.28 ner. Y 6
u3 49 naneHToB ObUIO YaCTO PELMIUBHUPYIOLIEE TEUEHUE yBeuTa — 0oJiee 3 A1u30/0B
B roJl, y 43 — He Ooiee 3 3M130/10B B rO/I.

62 naruenta npuauManu Toiasko HIIBIT Ha mpoTshkeHnn Bcero nepuoaa HaOmroIe-
HUS, CPEIHSA IJIMTEIBHOCTD JICUeHUsI cocTaBuia 7,2+6,4 net. Y 9 U3 HUX CpeHss 4acTo-
Ta yBeuTa cocTtaBuia Oojee 3 atak B rof, y 53 — He Oonee 3 atak B roj. M3 49 nanuen-
TOB, MOJTy4aBIIUX KoMOMHMpoBaHHyto Tepanuto HIIBII u cynbdacanazunom, 23 npunu-
maiu Toipko HIIBIT B Teuenue He MeHee 1 roja 10 Havaia KOMOMHUPOBAHHOW TEparuu,
y 10 u3 HUX OBUIO TEUYEHUE C YACTHIMU pelUIUBaMU — Oo0Jiee 3 AMHU30/I0B YBEUTA B IO/,
13 — He OGonee 3. Cpennee uncino 00OCTPEHUI yBeuTa IJsl BCEH TpymIbl HA (POHE MOHO-
tepariuu HIIBIT cocraBuio 2,06+2,04 B rox, Ha (oHe KOMOMHUPOBAHHOW TEparuu
HIIBII wu cynbdpacanazunom menbiie — 1,414+1,83 B rom, ogHako pa3nuuusi Obl-

mu HenoctoBepHsl: P=0,08.
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Cpenu manyeHToB ¢ 9acTOTOW aTak yBeWTa He OoJiee 3 B ol CpeHee Yuciao 00o-
CTpeHui Ha oHe KOMOMHUPOBAHHOW Tepanmuu ObLIO JOCTOBEPHO MEHBIIE, YeEM Ha MO-
Hotepanuu HIIBIT: 0,99+0,87u 1,37+0,91 coorBeTrcTBeHHO, p=0,04. Cpeau nmanueHToB
C 4acTO PEUUJIMBUPYIONIUM TeueHueM yBeuta (Ooijiee 3 arak B roj) CpeAHEE YHCIIO
000CTpeHHi B TOJ] TOCTOBEPHO HE paznuuaioch Ha Gone MmoHorepanuu HIIBII u kowm-

OMHHUPOBAaHHOM Tepanuu: 5,7+2.5 u 5,5+2,7 cooTBeTcTBeHHO, p=0,9 (prcyHnku 7, 8).

6 _
P=0,9

5%

o

© W HIMBIM,n=49
4 - =

o

G
3. T HMNBMN + Cynbd, n=62

P=0,08
2 _
P=0,04

1 _
O _

Bce naumeHTbl, n=111 >3 atak Broa, 6/49 n 9/62 <3 artak s roga, 43/49 n 53/62

Pucynox 7. Cpennsist uactora atak yBeuta Ha hone mororepanuu HIIBII B cpaBHeHun
¢ komOunupoBanHoii Tepanueit HIIBII u cynsdacanazunom

P=0,6

YacToTa ataK

m HMBIM

HMNBM + Cynbd

P=0,00003

O L N W U1 O
|

>3 atakBrog, n=10 <3 arakBroa, n=13

Pucynox 8. CHMXeHHME 4aCTOThI aTak YBEUTA Y TIAIIMEHTOB,
MOCJIEN0BATENBHO MTOMy4YaBIIMX MoHOoTepanuo HITBIT
1 koMOuHupoBaHHyro Teparuio HIIBII u cynbdacanazuaom, N=23
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B noarpynne mamueHToB, MOJy4YaBIIMX MOcienoBareibHo MoHoTepanuto HIIBIIT
u komOunupoBannyto tepanuto HIIBII u cynbdacanazunom, 10cTOBEpHOE yMEHbIIIE-
HUE YaCTOTBhI 000CTPEHUH yBenTa OTMEYCHO Y 13 OOJNIBHBIX ¢ MCXOTHOW YaCTOTOM aTak
He 6ozee 3 B roxa: ¢ 1,92+0,96 no 0,4+0,44, p=0,00003. V 10 genoBek ¢ 4acTo peluiu-
BUPYIOIINM TeUeHHEM yBeuTa (OoJiee 3 3MM3040B B T'OJT) JOCTOBEPHOTO CHUKEHUS Yac-
TOTBI 000CTpeHui Ha (hOHE KOMOMHUPOBAHHOM TEpaIlMy B CPABHEHUHU C MOHOTEpanuen
He npou3sonuio: ¢ 5,9+3,02 o 5,33+1,1, p=0,6.

B uccnenosanue r(ppexTuBHOCTH HHTHOMTOPOB (PaKTOpa HEKPO3a OIYXOJH anbda
(PHO«) miis neuenus yBeurta npu AC BriIrodeHbl 48 manueHToB ¢ AC M pelUInBH-
PYIOIIMM yBEUTOM, moiy4yaBimux uHruOutopsl ®HOo He MeHee 1 roga ¥ UMEBIIUX B
aHamHe3e Oojee 1 smm3oma yBewTa; 25 yenoBek moiydanu uHpIuKcuMad, 15 — ana-
aumyma6b, 11 — stanepuent. Meauana uncia 060CcTpeHUI yBeuTa B IMEPHOJT JJO HavajIa
neuenus uaruonropamu ®HOw cocrapmia 1 (0,4-3) [0,1; 12] B rox ais Bcex manueH-
ToB. Hambonpmum 3TOT TOKaszaTtenb ObUI Yy TMAIMEHTOB, KOTOPHIM Ha3HAYU-
u agamumymad — 1,75 (1-4,5) [0,2; 12] atak B roj, HAMMEHBITUM — B TPYIIIE JTa-
nepuenta — 0,95 (0,5-1,75) [0,1; 3], no Havanma Tepanuu HWH(PIMKCHMAOOM CpeHEe

yuciio oboctpenuit ysenta 6wi10 1 (0,2-2,75) [0; 8] B ro.

3.5
3 =
2.5 =
I
2 &
1.5 §
1 o M 10 fevyeHuns
=
0
/,'{? //'\50 //'\"\’ //bc‘b
bo o & o B nepuop,
> o & O
CIQ ®\® QQ\)“ ,&\2\ neyenus (3,7ner)
J\Q‘& @Q‘ 2 Q

Pucynok 9. CHrxeHmne yactoTsl 000cTpeHuit yBenrta y 00ibHbIX AC
Ha ¢oue jeuenus: uaruouTopamu GHO«
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B nepuon npumenenus naruouropos ®HOo oTMeueHO 1OCTOBEpHOE CHUYKEHUE YHMC-
7a o0octpenuil yBenta (pucyHok 9). CpeaHee ynciio atak yBeuTa (MeiuaHna) Juist Bcex Ipe-
napatoB Ha ¢one sedenus: uaruoutTopamu ®HO« ymensmmocs ¢ 1 (0,4-3) [0,1; 12] mo 0
(0-0,5) [0; 8] B roa, p=0,0007. YactoTa 000OCTpEHUIA YBEUTa TIPH MCIIOJIB30BAHUHM MH(ITHK-
cimaba camsmiack ¢ 1 (0,2-2,75) [0; 8] mo 0,1 (0-0,8) [0; 2] B rox, p=0,002, agamumyma-
06a— c 1,75 (1-4,5) [0,2; 12] no 0 (0-0,07) [O; 7] B rox, p=0,04, stanepuenta — ¢ 0,95
(0,5-1,75) [0,1; 3] mo 0 (0-0,07) [0; 0,6] B rom, p=0,001. YV 19 u3 48 marmentoB (40%) BO
Bpemsi mpumMenenns uHruouropos @®HOo He oTMedanoch 000CTpeHuit yBenuTa, U3 Hux 10
NoTyJasii HHQIIMKCHMao, 7 — aganmuMymad U 7— 3TaHepuent. Pe3ypraTel aHav3a Bivs-
HUS Pa3IMYHBIX MIPErapaToB Ha TCUCHHE YBEUTA Y HAIMX MAIMEHTOB MO3BOJIMIIN MPEIJIO-

KHTh aITOPUTM TIOIX0/1a K JICUCHHUIO peluauBupyromiero yeenra mpu AC (prucyHok 10).

Penkue o 3
obocTpeHus o0ocTpeHnit
(menee 1 B rox) B T'OJI
[ HIIBII ] HIIBII + cynbda-
cajnasuH (WM Jpy-
rue bIIBII)

NHruduropsl
> ®HOG

Pucynox 10. Cxema neuenus yseuta mmpu AC
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3HavyeHNe KIMHHUYECKON oneHkHW yBeuta B auarHoctuke AC. B pesynbrate
KOMIUTEKCHOTO oOcinenoBanus 105 MamMeHToOB C pa3IMYHBIMUA THUTIAMHU YBEUTOB y 60
(57,2%) u3 105 6p1m1 moaTBepkAeHBI pasaudabie Gopmbr CriA: y 27 yenoBek — AC, y
2 — peakTUBHBIN apTpuT, y 35 — HenuddepennupoBanusiii CnA. YV 45 narueHToB
nuario3 CnA ObUT UCKITIOYEH, Y 2 U3 HUX JIMarHocThupoBaHa 0ose3nb bexuera, y 1 —
capkouao3, y 4 — Tokcoriasmos, y 10 — BupycHbIN yBeuT, y | — reTepoXpOMHBII
kT Pykca, y 27 TeHe3 yBeuTa OCTalics HeyTOUYHEHHBIM. OCHOBHBIC KIMHUYECKHE

XapaKTepUCTUKHU yBeuTa y manueHToB co CnA u 6e3 CrA oTpakeHsl B Tabuuiie 4.

Ta6muua 4. Knunudeckas xapakTepHCTHKa yBeuTa y OosibHbIX co CnA u 0e3 Hero,

n=105

XapakTepuCTHUKa bosibHbIE | BosbHBIE p OLI | Huxnsa | Bepxuss

yBEUTA co CnA, | 6e3 CnA, rpaHulia | TpaHuLA
n=60 n=45 N N

Heo6tot 1o 30 ner, 38(63,3) | 19(42,2) | 0,04 | 2,364 | 1,072 5,213

n (%)

Onnoctoponnee  mo- | 51 (85,0) | 26 (57,7) | 0,003 | 4,141 1,645 10,423

pakenue rias, N (%)

[Toouepennoe  mopa- | 30 (50,0) | 4(8,9) |0,0001 10,250 | 3,263 32,198

xenue rias, N (%)

[lepenuuii yBewur, 57 (95,0) | 32 (71,1) | 0,0017 | 7,719 | 2,046 29,125

n (%)

3aguwuii yseurt, N (%) 6 (10,0) | 20 (44,4) | 0,0001| 0,139 | 0,050 0,388

[Tanysewnr, n (%) 2(3,3) |10(22,2) | 0,0039| 0,121 | 0,025 0,583

Octpeiii  peumausu- | 44 (73,3) | 15(33,3) | 0,0001 | 5,500 | 2,366 12,785

pytouuii yseurt, N (%)

HLA-B27, n (%) 49 (81,7) | 9(20,0) | 0,0001|17,818| 6,685 47,494

OpHOMEpHBIM JIOTUCTUYECKUM aHaimu3 ¢ Bbruucienrnem OIIl mo3Bosiua  ompene-
JIUTH CIIEAYIOIME Haubojee 3HAaYMMbIe (GaKTOPbl, XapaKTEPU3YIOIIUE CBSI3b  yBEUTA
u CnA: HLA-B27, nopaxeHue nepeaHero oTjiena riasa, Hoo4epeIHOe MOpaKEHUE ri1as.

Ponp kMHUYECKON OLEHKH yBeuTa B AuarHoctuke CIA mpeacTaBieHa Ha pUCYH-

ke 1l B BUJIC TUArHOCTHUYCCKOT'O aJIrOpUTMaA.
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| VBEMT |

I

o 30 ner } T ——"> [Tocne 30 ner
[ Bo3spact nauana

] I I

OnHOCTOPOHHHI, <:I Jlokanmsanus JIByCcTOpOHHU, 3aIHUI
nepeHuii (MprI0- (XOpHOpPETUHMUT, HCﬁPOpe-
LKIINT) TUHUT, peTUHAIIbHBIN Bac-
KYJIUT), apcria-
JﬁL HUT. TAHVBEUT

OcTtpsIit, penuam- <:| Teuenue |::> u

BUPYIOLIUH, C MO- [ XpOHUYECKUUI ]

OYepeIHBIM MOpa- r
KEHUEM TJ1a3 ﬂ
HLA-B27
ﬂ Ouetka KpecTHOBO- [ Bepositen He CnA }
MOAB3/IOIIHBIX CYCTaBOB
[ Bepositen CnA ] Hpyrue npusnaku CnA

Pucynok 11. 3naueHue OLEHKN KJIMHUKA U TEYEHHS YBeUTa B fuarHoctuke CnA

IMopa:kenue cepaua. I3aMeHeHUsT CcO  CTOPOHBI  Cepilla  aHAIMU3HPOBA-
muck y 6onbHbIX AC 1o nanubM anekTpokapauorpadun (OKI) u OxoKI (tadnuma 5).

Ta6saunua S. Hapymenue npoBoauMocTH y 60mbpHbIX AC, N=43

Hapymenne npoBoaumoctu, N (%) 61 (14,1)
HLA-B27, n (%) 60 (98,4)
AB-6mokana, n (%): 27 (6,2)
- | crenienn 22 (5,1)
- Il u 11l crenenn (umrutanTaus SKC) 5(1,2)

BryTpmkenynoukoBas 0mokaza, N (%) 36 (8,3)
[TonHast 6yiokana jgeBoi HOXKH myuka ['uca, n (%) 6 (1,4)

CunycoBas opaaukapaus, N (%) 28 (6,5)

PesynpraTel OxoKI ananusupoBanuch y 172 nmamuenTtoB. Cpend HUX OTMEYEHA
BBICOKAsl 4acTOTa Pa3IMYHbIX U3MEHEHUN CO CTOPOHBI AOPThl M KIIAIaHOB CepAla —

y 71 (41,2%) w3 172 GonbubIX, U3 HUX 69 (97,2%) 6btn B27-mo3uTuBHEI (TabauIa
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6).Cpenuuii BO3pacT MalMEHTOB HA MOMEHT BBISIBJICHHUS M3MEHEHUH aOpThl MJIM KJara-
HOB cepiana coctaBuwi 38,1 roma, cpeaHssl JIMTEIbHOCTh 60oie3Hn — 15,1 roma. ¥V
OOJBITMHCTBA TAIMEHTOB TOBPEXKICHNE A0PTHI W/WJIM KIJIAIIAHOB BBISIBIISUIOCH B TO3/I-
HUE CpokH Oosie3Hu — mocie 10 jeT, ogHako y 13 4enoBeKk M3MEHEHHS OTMEUCHBI B
nepseie 5 set nocie Havana AC.

Tabdanuma 6. CTpyKkTypHbIE H3MEHEHHUS aOpThl M KJAmaHoB cepaua y OosbHbIXx AC
1o JaHHbeIM DXoKI', n=172

Oo6miee uncio OOTBHBIX CO CTPYKTYPHBIMH M3MEHEHHUSIMHU cepAra, N 71 (41,2)
(%)

HLA-B27-nonoxutensubie, N (%) 69 (97,2)
Bo3pact Ha MOMEHT BBISIBIICHHSI U3MEHEHHH, TOIbI 38,1+11,0
JInuTenbHOCTh OOJIE3HU K MOMEHTY BBISIBJICHUSI U3MEHEHUI 15,1+8,6
Jwisranus/yTosieHue KopHas aoptsl, N (%) 60 (34,8)
Cy0aopranpHoe rpeOHeBHIHOE yTodeHue, N (%) 19 (11,0)
YToJeHne CTBOPOK aopTaIbHOTO Kiiamana, N (%) 55 (31,9)
YToJIIeHrne CTBOPOK MUTPATIBLHOTO KianaHa, N (%) 25 (14,5)
M3MeHeHMs HECKOJIbKHX JIoKanu3anui, N (%) 55 (31,9)
AopranbHas perypruraius, N (%):

- 1-2-ii cteneHu 32 (18,6)
- 3-4-i1 creneHn 9 (5,2)
MurtpanbsHas perypruraiusi, N (%)

- 1-2-i1 crenenun 17 (9,9)
- 3-4-i1 creneHn 4 (2,3)
[IpoTe3upoBanue a0PTaIbHOIO/MUTPAILHOTO KiianaHoB, N (%) 9 (5,2)

VYV 20 u3 172 nmaumentoB (11,6%) umernoch codeTaHue NATOJOTHUH KOPHS aOpPThI
U KjamnaHoB cepjia ¢ AB-Omokanoi (pucynok 12). ITpu stom yactota AB-0imokazapl y
NalKUEeHTOB C U3MEHEHUSIMU aopThl U KianaHoB cepana — 20 u3 71 (28,2%) — okaza-
Jach JIOCTOBEPHO BhINIE, YeM Yy OOJIbHBIX 0e3 3Tux m3meHeHudt — 7 u3 101 (6,9%),
p=0,0027. ITonyueHnHble AaHHBIC TEMOHCTPHUPYIOT B3aUMOCBSI3h MeX1y AB-Omokamnoit
U TIOpaXEHUEM a0pThI M KJ1armaHoB cepana y 6ompHbIx AC.

Takum oOpa3oM, JaHHBIE HAIIETO WCCIEIOBAaHUS Hapsay ¢ IPYrdMU HaOJIOJe-
HUSMH  TO3BOJIWJIA  OXapakTepu3oBaTh B27-accOlMUPOBAHHBIN KapIUOJIOTHYECKUI
CUHIpOM, cBoMcTBeHHBI AC, cienyromuM o0pa3oM: JIOKaJTM30BAHHOE MOPaKEHUE OC-

HOBaHWA aOpPTbl U 30HBI AOPTO-MUTPAJIBLHOIO0 COCAMHCHMA, JUIIATALIUA aAOPTHI
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C aopTajbHOM peryprutanuei, GopMupoBaHre rpeOHEBUIHOTO YTOIIIEHHUS B 00JacTH

A0pTO-MUTPAJIBHOI'O COCAMHCHUA

(subaortic bump),

YTOJIICHHUC

A0pTaJIbHO-

ro/ MUTPAJIBHOTO KJIAIIaHOB, HaCTOC COUYCTAHNUC C HAPYIICHHUCM IIPOBOANMOCTH.

120
100
80
60 -
40 -
20 -

20

101

AB-610kama, n=27

7

O .

- W3meHeHus aopTh U KJIanaHoB, N=71
I:I be3 nusmenenus aoptel U kiamadHos, N=101

Pucynox 12. Coueranve u3MeHeHU aOpThI U KJIalaHoB cepata ¢ AB-6iokanoit
y 601bHBIX AC

45 n3 71 manueHToB, Y KOTOPBIX ObUIM BhIsABIEHBI DXOKI-H3MeHeHus: aopThl U

KJIAaIIaHOB CEp/illa, HAOII0IAIMCh NPOCIEKTUBHO C MOBTOPHBIM BbINOJHEHHEM DXOKI

yepe3 1-5 ner, B nepuox ¢ 2008 mo 2015 r. [Ipu moBTopHo#t OxoKI' orpuniarensHas-

JTUHaMKKa oTMedeHa y 27 u3 45 genosek (60,0%) (Tadiuiel 7, 8).

Ta6muua 7. Yrcio 601bHBIX ¢ MU3BMEHEHUSIMH a0PTHI U KJIallaHOB Cep/Illa UCXOTHO U Ye-

pe3 1-5 ner

N3meHneHus AOPTHI U KJIAIIaHOB CCpala

Hcxomnoe uucio

Yuciio 00JIbHBIX

OOJBHBIX, N yepes 1-5 set, n
Jlunsitarust aopThI 15 18
YToJIeHre CTBOPOK a0PTaJIBHOIO KJlaraHa 32 41
VYToJIeHne CTBOPOK MUTPAJIBHOTO KJIaraHa 15 19
[TpoTessbl Ki1araHoB 5 9

Taoamua 8. [IporpeccupoBaHye MaToIOruy a0PThI U KJlanaHoB cepta y 6ombHbix AC, N=45

[IporpeccupoBaHne U3MEHECHUI

Yuciio 00JIbHBIX

Junsitaiust KOpHsi aOpThl Ha 1-6 MM

12 u3 15 (80,0)

AopTanpHas perypruranms:
- Ha lcTeneHn
- Ha 2 CTENEHU

10 u3 19 (52,6)
8 (42,1%)
2 (10,5%)

MurtpanbHas peryprutanus Ha | cTeneHb

6 u3 20 (30,0%)
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[Ipn oneHKe B3aMMOCBSI3M MEXAY AWHAMMKOM W3MEHEHHMM aopThl M KIIAIIAHOB
cepaua U ucxoaHbIMU mapaMerpamu AC BbIsIBJI€HA OTpULATENbHAS KOPPETIALU MEXKTY
IIPOrPECCUPOBAHUEM U3MEHEHUI A0PTHI M KJIAIIAHOB CEPALA, B TOM YHCIIE JWIATALUU
aoptsl u nedenuem ['UBII (r=-0,329, p=0,03), a Tarxke cirabas MoJ0KUTETbHAS KOppe-
JSAUUS MEXy MPOTrPECCUPOBAHUEM ITHUX U3MEHEHHU M MCXOJHBIM YPOBHEM CKOPOCTH

ocenanus >putporutoB (COD) u Benmunnoit BASDAI (tabmuia 9).

Ta6auna 9. Koppensmusi MeXay mporpecCUpOBaHUEM JUIISITAIIMN a0PThI, HCXOHBIMU
napaMeTpaMy BOCHAIUTENbHOM akTUBHOCTU AC, JIeueHreM

[TapameTpsl C0O5>30 mm/u | BASDAI >4,0 cm | Jleuenune 'NBIT
[IporpeccupoBanre n3MeHUN r*=0,363 r=0,268 =-0,363
aopThI U KJIAMIAaHOB p<0,05 p<0,05 p<0,05
IIporpeccupoBanue AWISATALIMA r=0,280 r=0,241 r=-0,329,
AOPTHI p<0,05 p<0,05 p=0,03

Ipumeuanue: ¥ — K03 HUIUEHT KOPPEISALHH.

OnnomepHbIit oructuaeckuii ananu3 ¢ Berauciaeranem OLL u 95% JIM mo3Bommn
onpenenuTs ucxoanyw Benununny COD >30 Mm/du kak HamOoJiee 3HAYMMBIN (HaKTop
IPOrPECCUPOBaHUS MOBPEXKICHUS a0PThl U KJIAIaHOB CEpJLia, B TOM YUCIE TUISATALUN
aoptsl, neyenre ['MBIl — kak 3HauMMBbIiA (aKTOp, HETaTUBHO BIMSIOLIMKA Ha MPOrpec-

CHUpPOBaHME 3TUX U3MeHeHu# (Tabsmia 10).

Ta6anualO. 3naunMocTh mMapamMeTpoB BocnanuTeldbHOW akTuBHOCTH AC mms
MPOTPECCUPOBAHUS AWISITAIIMU a0PThl, ipeactaBieHHas B suae OLL u 95% JIW, n=45

®daxrtopsl pucka | IlanueHTs! ¢ po- [TatmenTs! 6€3 mpo- oI Huxaas Bepxuss

IPECCUPOBAHUEM U3- | TPECCUPOBAHUS U3ME- rpanuna JJW| rpanuna
MEHEHHU a0pThl U | HEHUM aOpTHI U KJana- AN
KJIanaHoB, N=27 HOB, N=18

BASDAI >40 20 11 3,273 0,876 12,223

I'BbII 5 11 0,205 0,055 0,764

My:xckoit o 19 17 0,559 0,121 2,587

COD > 30 mm/9 20 9 4,889 1,309 18,260

Bospact <30 ner 5 6 0,583 0,148 2,294

B3K — si3BenHbIi konut unu 6one3nb Kpona — nauarnoctupoBano y 16 (3,5%)

u3 452 nauuenTos, ncopuaz — y 17 (3,7%). Xapakrepuctuka 6onpHbix AC ¢ B3K u

MICOpHa3oM MpescTapieHa B Tadauie 11.
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Ta6imua 11. Xapakrepuctuka 6onpHbix AC ¢ B3K (n=16) u ncopuazom (n=17)

Knuanueckue mapaMeTpsl B3K, n=16 [Icopmaz, n=17
S13BEHHBII KOTUT 12 —
bonesup Kpona 4 -
[oin:

- MY)XYUHBI 14 15

- JKEHII[UHBI 2 2
Bo3spacT Ha MOMeHT HaOMrOIeHuUS, JIeT (Mm+0) 35,3 +8,4 36,5+9,8
HLA-B27,n (%) 15 (93,7) 16 (94,1)
BASDAI >4,0, n (%) 11 (68) 9 (52,9)
COD >20 mm/4, n (%) 11 (68) 10 (58,8)
[Mepudepuueckuii aprpur, n (%) 8 (50) 7(41,2)
Koxkcur, n (%) 7 (43,7) 8 (47,1)
VYeeur, n (%) 6 (37,5) 6 (35,3)
[Mopaxxenue cepaua, N (%) 3(18,7) 6 (35,3)
IIcopuas, n (%) 4 (25,0) -
B3K — 2 (11,7)
Caxkpowuur, n (%)

- 3-4-ii craguu 12 (75%) 16 (94,1)
- 2-ii craguu 4 (25,0%) 1(5,9)
CunzecMOHUTHI B OSICHUYHOM OT/IEene, N (%): 11 (68,7) 14 (82,3)
- B IIICHHOM OT/IeITe 8 (50,0) 9 (52,9)
- B IICHHOM U MOSICHUYHOM OT/IeJIaX 7(43,7) 9 (52,9)
Tepamus, n (%):

- TUBIT 10 (62,5) 6 (35,3)
-TK 7 (43,7) 4 (23,5)
-TK u TUBII 11 (68,7) 3(17,6)
AA-ammionio3 2 (12,5) —
HBI>10, n (%) 4 (25,0) -
BSA>10%, PASI>10, n (%) — 2 (11,8)

Hedput auarHoctupoBany 16 (3,5%) mnarmentoB. XapaKTepUCTHKA TPYIIIbI

OOJIHBIX C TTOPAKEHUEM TTOYEK TpeCTaBlIeHa B Tabsmie 12.

Ta6auna 12. Xapakrepuctuka 601pHb1Xx AC ¢ Heppurom, N=16

Knunudeckue nmapameTpsl [Tokazarenu
Ios:

- MY)KYHHBI 16

- YKSHIIIMHBI 0
Bospact Ha MOMEHT HaOJ O IeHUS, JIeT (MEJ) 36,5+14,5 ner
HLA-B27, n (%) 15 (93,7)
BASDAI, m+3 5,712
COD, m+d 43,3+13,5
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Oxonuanue mabauyvt 12

KimHnueckue nmapaMmerpsl [Tokaszarenu
[Mepudepuueckuit aprpur, n (%) 10 (62,5)
Koxkcwur, n (%) 11 (68,7)
VYaeur, n (%) 1(6,2)
B3K, n (%) 1(6,2)
[Tcopuas, n (%) 1(6,2)
I'emaTypus B moje 3penus, N (%):

-no0 15 6 (37,5)
- 10 100 5(31,2)
- 6osee 100 5(31,2)
[poreunypwust: >1,0 r B cyT., N (%) 1(6,2)
Cumxenne CKD, n (%) 4 (25,0)
[ToBelenue kpearnnuna, N (%) 3(18,7)
Tepamus, n (%):

- TUBIT 7 (43,7)
-TK 9 (56,2)
- cynbdacanazun 10 (62,5)
- METOTpeKCcaT 6 (37,5)

Oomas onenka Tsokectn W B3auMocBsizeii BII. Coueranne 2 u  Oolsee
BIT otmeueno y 79 (36,2%) u3 218 nmarmentoB ¢ AC, nmeBmux BII, Hanbomnee yacto —
COUeTaHWE YBEUTa M MOPaKEeHU ceptia: y 67 6ombHbIX. 13 433 manyeHToB, BKIIFOYCHHBIX
B aHAJN3 MOpaKeHHs cepaua, y 61 nmMenoch HapylIleHHe CepIeYHON MPOBOAUMOCTH, U3
Hux y 32 (52,5%) Obut no kpaiineit mepe 1 snmzon yBeuta. Cpenu 372 maiueHToB, y Ko-
TOPbIX HE BBISIBICHO HAPYIICHUS MPOBOJAUMOCTH Ceplla, yBeHT orMedaicay 106
(28,4%), uTO TOCTOBEPHO PEXKE MO CPABHEHHUIO C TPYIIION OOJNBHBIX C HAPYILICHUEM TIPO-
Bongumoctd, p=0,003. OxoKI-u3meHeHuss aopThl W KIAMAHOB CEPJIla BBHISBICHBI Yy
71 (41,2%) u3 172 naruentoB. Y 35 (49,3%) U3 HUX OBUT YBEUT, YTO JIOCTOBEPHO dYallE,
YeM Cpely MAIMeHTOB 0e3 CTPYKTYpHBIX M3MEHEHUH aopThl M KJamaHoB cepiaua — 17
(16,8%) u3 101, p=0,0001 (pucynok 13). Cpemu 452 Goaphbix ACy 140 Obi1 yBeHT
(30,9%). Cpenu HuX y 67 HaOIIOJATMCH PU3HAKHU MTOPAXKEHUS Cep/iia B BUIC HAPYIICHHUS
MPOBOAMMOCTH, TOBPEXKACHUS aopThl Win KianaHoB (47,8%). Cpenu 312 GonbHBIX 6€3
YBEHTa aHAJIOTUYHBIE U3MEHEHUS CO CTOPOHBI CepALa BbIsBIEHBI y 45 yenosek (14,4%),

yT0 ObLTO JocTOBepHO peke (p=0,0001) (pucyHok 14).
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[ 1 MaumeHTbl ¢ HapylLueHnem NPoOBOAUMMOCTH, N=61

[] NaumenTbl 6e3 HapyLleHns NPOBOAUMOCTH, N=372
[] MaumeHTbl ¢ NOpaxeHWeM aopTbl U KnanaHos, N=71
I NauveHTbl 6e3 NopaxeHns aopTbl M knanaHos, =101

Pucynox 13. Yeeut y 60npHbIX AC B 3aBUCIMOCTH OT HAIWYUS HAPYIICHUS
poBOAUMOCTH U DX0KI -nu3MeHeHui
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- YBeut, n=140 bes ysenta,n=312

Pucynok 14. VIamenenus co CTOpoHbl cepana y 00ybHbIX AC
B 3aBUCUMOCTH OT HATMYUS UM OTCYTCTBHS YBEHTA

Jliia onenku B3auMocBsizu BII ¢ npyrumu kimnHndeckumu nposisiieHusiMu AC Obutn

conoctaBiieHbl 2 rpymmbl O0ombHBIX: ¢ BIT (n=218) u 6e3 BII (n=234). B stux rpyn-
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Max CpaBHUBAIMCH CJICYIOIIME TMoKa3zarenu: Bo3pacT Hadana AC, Hammune HLA-B27,
HAJIMYKME apTpUTa NepuepruuecKkux CycTaBoOB, Ta300€IPEHHBIX CYCTaBOB, PHTE€3UTA, CUH-
necmoduToB. [Ipy conocraBieHnn KIMHUYECKUX TapaMeTpoB AC yCTaHOBJIEHO JOCTO-
BEpHO 0Oojiee yacToe Hajmuue nepudepudeckoro aprpura cpeau namueHtoB ¢ BII mo
cpaBHeHuto ¢ marueHtamu 0e3 BIL:148 (67,8%) u 70 (33,2%) COOTBETCTBEHHO,
p<0,0001. KommmdecTBO OONBHBIX ¢ KOKCUTOM, SHTE3UTOM, CHHIeCMO(PHUTaMU B IMECHHOM 1
MOSICHUYHOM OTJIeJIaX MO3BOHOYHKKA B 00€UX IPyIINax JIOCTOBEPHO HE pa3inyalioch (Tad-
muua 13). CpaBuenue nauentoB ¢ BIT u 6e3 BII noka3zano, uro B rpynme 60nbHbIx ¢ BIT
JIOCTOBEPHO Yallle HAOIIOJATUCH Pl MPU3HAKOB, XapaKTEPU3YIOIINX BBICOKYIO BOCHAIIH-
TEJIbHYI0 aKTUBHOCTb: JIMXOpaaka otMeuanack y 34 u3 218 (15,6%) ¢ Bll u y 12 u3 234
(5,1%) 6e3 BII, anemuss — y 58 u3 218 (26,6%) u 'y 26 u3 234 (11,1%) coorBeTCcTBEH-
HO, Ha3HAYECHUE POTUBOBOCIIAIIUTENIBHON Tepanuu ¢ npuMeHenneM [ MBI wim cucrem-
HeIX ['K— 121 u3 218 (55,5%) m y 58 3 234 (24,8%) coorBeTcTBeHHO (Tabimma 13).

Ta6auna 13. CpaBuutenbHas xapakrepuctuka 00bHBIX AC ¢ BIT u 6e3 BII, n=452

KnuHnueckue napaMerpsl IManwments! ¢ BI1, n=218 | Ilamments! 6e3 BII, n=234
ITom:

- MY>KUHHBI 174 189

- JKCHIIUHEI 44 45
Bospact 6onbHBIX (TOABI), MED 35,3+23,5 34,1+21.0
Bo3spact Hauana 6one3nu (Tojsr), m+d 20,1+7,7 21,679
Hauao 6osie3nu o 16 e, n (%) 32 (14,6) 35 (14,9)
JlnmutenbHOCTh 00JIe3HU(TOIBI) 16,9+10,1 12,8499
HLA-B27, n (%) 212 (97,2) 221 (94,4)
[Mepudepuueckuii aprpur, n (%) 148 (67,8) * 70 (33,2) *
Koxkcwur,n (%) 96 (46,2) 112 (53,8)
Oute3ut, N (%) 164 (75,2) 168 (71,8)
CunaecMO(HTHI B IIIEHHOM OT/IEIIE TI03BO- 65 (29,8) 78 (33,3)
HouHwMKa, N (%)

CunnecMOoHTHI B TOSICHUYHOM OTJIENE T0- 117 (53,7) 139 (59,4)
3BOHOYHHKA, N (%0)

Jluxopanka, n (%) 34 (15,6) * 12 (5,1) *
Anemus, n (%) 58 (26,6) * 26 (11,1) *
BASDAI >4, n (%) 159 (72,9) 146 (62,4)
COD (Mm/9), m+6 27,7£13,4 23,6£14,8
Teparust ['BIT w/unu cuctemubivu ['K, n(%) 121 (55,5) * 58 (24,8) *
Awmmuton103, N (%) 5(2,3) 0 (0,0)

Ipumeuanue: * — paznuuus noctoBepusl, p<0,0001.




O6mas ouenka Tsxkectu BII mokasana, yto y 66 u3 218 (30,3%) nanueHToB Ha-
0JII0/1aTIOCh TSDKENIoe TeueHue Kakoro-nubo u3 BII, pe3ynbTaTom 4ero siBUIUCH Hapy-
IIICHUS 3PEHMsI, TIOPOKU cepra, moiaHas AB-Onokana, HapymeHus: QyHKIINN KUIIICYHU-
ka, noyek. Cpenu 218 Gonbubix ¢ BIly 159 (72,9%) ormeuancs BHICOKUNA YPOBEHb
BASDAI (>40), y 148 (67, 8%) — mnoBsimenHble 3HadeHuss COD (>20 Mmm/4), 0fHAKO
pasnuuus ¢ rpynmnoit 6e3 BII Obiin HETOCTOBEPHBI. AMIIIONI03, OCIIOKHSIONUN Teue-
HUE BOCHAIMTENIbHBIX PEBMATHUYECKUX 3a00JI€BaHUI C BHICOKON aKTUBHOCTBHIO, OTMEUYEH

y 5 maruenToB B rpynne ¢ BIl u vu y oqnoro — 6e3 BIL.

BbBIBO/IbI

1. BII Bcrpeuatorcst mpu AC 9acto, 4TO AEMOHCTPUPYET CUCTEMHBIN XapaKTep BOC-
naJIeHus pu 3ToM 3aboneBanuu: y 218 u3 452 (48,0%) ormeuanock kakoe-nm1odo u3 BII 3a
nepuoj 6one3nu. B crpykrype BII npeobnananu yseut (y 140 u3z 452 (30,0%) O0bHBIX)
U TIOpaKEHHUE cepana — HapymieHne mpoBoauMoct y 61 w3 433 (13,4%), n3smeHeHus
aopThl U KianaHoB cepana —y 71 u3 172 (41,2%). Jdpyrue BII nabmonanuck pexe: mco-
pua3 BeisiBiieH y 17 u3 452 (3,7%) uenosek, B3K (s3BennbIil kot mim 6one3ns Kpo-
Ha) —y 16 u3 452 (3,5%), neppur — y 16 u3 452 (3,5%.)

2. YBeut npu AC xapakrepusyercss TecHou accommammeir ¢ HLA B27 B 136
(97,2%) wn3 140 cnyuaes, mpeoOIafalOmM OJHOCTOPOHHUM TMOpakeHrnemM — 122
u3 140 (87,1%) manueHTOB, BOCMAJICHHEM IMEPEIHUX OTACIOB TJaza (MPUIOLMKIIH-
tom) — 118 u3 140 (84,3%), 6onee yacTbiM HavyasioM B 1iepBbie 10 et 60ne3nu — 82
u3 140 (58,5%). OcrnoxHeHus1 yBeuTa ¢ HApyIIeHUEM 3pUTEIbHBIX (PYHKIUN Hab01a-
muck 'y 29,3%, B Tom uncie y 5% Hactynuia cienota. PazButue ocinoxHEHUN Koppe-
JMPOBAJIO C YACTOTOM M JUTUTEIHHOCTHIO 000CTPEHUH yBEUTa.

3. CoyeTtaHre TakuX KIMHUYECKHUX MPU3HAKOB, KaK HA4ajoO YBEHTa B BO3pPACTE 10
30 net, 0IHOCTOPOHHEE OOYEPEHOE MOPAXKEHHUE TIEPEAHETO OT/eNa Ii1a3a, OCTPOe pe-
IUJAMBHUPYIOIIEE TEUECHUE MMEET MOJIOKUTENbHYIO NMPEACKa3aTeNbHYIO0 LIEHHOCTh IS
nuarHoctuk AC u npyrux CroA.

4. KombunupoBannas tepanuss HIIBII u cynbdacanazuHom cCyliecTBEHHO He
BJIUSIET HA 4AaCTOTY 00ocTpeHuit yBeuta y 60sibHbIX AC € 4acTo peluANBUPYIOIIUM Te-

yeHueM yBeuTa (Oojee 3 arak B roj), HO JOCTOBEPHO CHHXKAET YaCTOTYy OOOCTpEHHUI
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Cpeny TAaIMEeHTOB C HETSDKENBIM TeueHueM (He Oosee 3 arak B rox). MHruOUTOpHI
®HOo (napIHKCHMa0, agamuMymad, dTaHEPIENT) JTOCTOBEPHO YMEHBIIAIOT YacTOTY
o0ocTpeHuil yBeUTa B CPAaBHEHUHU CO CTaHAAPTHOW MPOTUBOBOCHAIUTEIHHON Tepamnuen
(HIIBII, cynbdacana3us, METOTpeKcar).

5. [opaxxenue cepana npu AC xapakTepusyercs JOKaTU30BAHHBIM BOBJICUEHUEM
OCHOBaHMS aOPThl M 30HBI A0PTO-MUTPAIBHOIO COCIUHEHHUSI, PA3BUTUEM IUIISITAIIUU
aopThl U aopTanbHOU peryprutanmuun — 60 u3 172 (34,8%), dopmupoBanmnem rpedHe-
BUTHOTO YTOJIIIEHUS B 00JIACTH a0PTO-MUTPAJIBHOTO coeauHeHus (Subaortic bump) —
19 u3 172 (11,0%), yTommeHneM aopTadbHOTO/MUTPAIBHOTO KiamaHoB — 63 u3 172
(36,6%), 4acThIM COYETaHHUEM C HapymieHHeM npoBoauMoctd — 43 u3 172 (25,0%).
[To pe3ynpTaTamM MpOCHEKTUBHOM OIIEHKUA MPOTPECCHUPOBAHME MOBPEKICHUS AOPTHI U
KJIallaHOB cep/lia BbIsiBIICHO y 27 u3 45 (60%) nanueHToB.

6. BII uMeroT TeHACHITNIO K COYETAHHIO Y OJHOTO maruenTa: y 79 u3 218 (36,2%) na-
eHToB ¢ AC, nmemux BII, ormeueHno coueranne 2 u 6osee BII. Hanbonee yacteiM ObI-
JIO COYETaHUE YBEUTa U MOPAXKEHUsI cep/ia, koTopoe BbisiBlieHO Y 67 (30,7%) OobHBIX. Y
nareHToB ¢ BII noctoBepHo yaiie BbISBISUICS TepuepuiIecKuii apTpUT B CPAaBHEHUU C
rpymmoi 6e3 BIT— 148 (67,8%) u 70 (33,2%) cootBeTcTBeHHO, p<0,0001.

7. BII yxynmatot Teuenne u nmporao3 AC BCIeACTBUE CHIKEHUSI 3peHUS Y 00JTb-
HBIX C YBEUTOM, TMPOTPECCHPOBAHUS CTPYKTYPHBIX HM3MEHEHHUS aOpPThl M KIIAITAHOB
cepAla, BO3MOXKHOCTH TsKeNIoro TedeHus ncopuasza, B3K, napymenus QyHkuuu mno-
yek, yTo Habmoaanock y 66 u3 218 (30,3%) nanuenTor. BII acconiunpoBanbl ¢ BBICO-

KoM 00111el KITMHUKO-1abopaTopHOit akTHBHOCTHIO AC.

HPAKTHUYECKHUE PEKOMEHJIALINU
1. BII y GompHbIXx AC TpeOyrOT CBOEBPEMEHHOI'O BBISABICHUS, JUHAMHYECKOTO Ha-
OJIOZICHNSI, KOMITJICKCHOM OIIEHKH C YYaCTHUEM CIEIMAIMCTOB Pa3HOro MpoduIIsl: peBMaTo-
JIOTOB, O(TATLMOJIOTOB, KapMOJIOrOB U KapIUOXUPYProB, TaCTPOIHTEPOIIOroB, HedpoIio-
TOB, JiepMaToJioroB. TiiarenpbHOEe HAOMIOICHUE U paIlMOHAIbHAS Tepanus maiueHToB ¢ BIT
TIO3BOJIUT U30EKATh CEPHE3HBIX OCTIOKHEHUH C HapyIIeHueM (YHKIIMN OPTaHOB.
2. BII HeoOxoauMo yuuThIBaTh IpH HazHadeHUU jedenus 0onpHbIM AC. Tlaru-

€HTaM C PEHUJAUBUPYIOIIUM YBEUTOM C YaCTOTON 0OOCTpeHMM 10 3 B TOJl B KaueCTBE
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KOMIIOHEHTa KOMILUIEKCHOM Tepanuu MOXHO paccMaTpuBaTh cyib(acanazud. B ciyda-
X TSDKEJIOT0, YacTO PeLUIUBUPYIOLIETO TeueHus yBenuTa (3 u 6oee 000CTpeHUs B TON)
M0Ka3aHO Ha3HaueHue Oosee akTUBHOM Tepanuu — HHruoutopoB ®HOa.

3. PeBmarosoraMm, ydacTByrOIMM B JU((EepeHINaTbHON TUAarHOCTUKE YBEUTA,
Hapsany ¢ HannuueM HLA-B27, cienyer yuyuThiBaTh OCOOEHHOCTH TEUEHUS U JIOKAIH-
3anuio yBeuTa. CodeTaHne Takux IPU3HAKOB, KaK Ha4ajo yBenuTa B Bo3pacrte 10 30 jer,
OJIHOCTOPOHHEE MMOOYEPEAHOE MOPAKEHUE MEPEAHET0 OTPE3Ka I1a3a, OCTPOE PeUUan-
BUpYIOLIee TeueHne yBenta xapaktepHo 1id AC u apyrux CroA.

4. B npouecce Benenus nanueHToB ¢ AC clieryeT NpuHUMaTh BO BHUMaHUE BO3-
MO>KHOCTh MaJJOCUMIITOMHO IPOTEKAOIIETO BOCHAIMTEIBHOTO IPOLECCa B OCHOBAHUU
aOpTHI U KJIAIMAHAX CEPALA, KOTOPBIA UMEET TEHACHIIUIO K IIPOTPECCUPOBAHUIO U MOKET
IPUBOJUTH K CTPYKTYPHBIM HOBpexaAcHUAM. HeoOxoaumMo paHHee BBISBICHHE U IO-
caenyromas nuHamudeckas IxoKI'-olieHka n3MEHEHUM ¢O CTOPOHBI CEPALA, KOTOPYIO

1e71eco00pa3HO BBIMOJIHATH CUCTEMATHUECKU BceM nanueHTam ¢ AC.

ITo Teme quccepTanuu aBTOPOM ONMy0JHMKOBAHBI CJIeAYIOIIUe padoThI:

CraTbu, ony0JJMKOBAaHHbIE B BEAYIIUX PelleH3UPYeMbIX HAYUHBIX JKypHaJIax
U M3JaHUAX, YKa3aHHbIX B epeyHe BAK npu MunoOpnayku Poccun
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