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YacToTa U TAXECTb BHECKENETHbIX NPOABNEHUN
AHKUNO3UPYIOLIEro CNOHAMNKTA

lopnseHko A.A', boukosa ATl'% PymsaHuesa 0.AS,
Kopcakosa H).0., Pasymosa U.H0., bapgokun BB.', Ipgec L.

AHkuno3upyoimuit cioHanauT (AC) — cucteMHOe BOCIaIUTeIbHOE 3a00JIeBaHUE C BOBJICUEHUEM HE TOJIBKO CKesle-
Ta, HO W IPYTUX OPTaHOB. [JlaHHbIE 0 YaCTOTe Y KIIMHUUYECKOUW 3HAYMMOCTH BHECKEJIETHBIX MposiBlIeHU AC TTpoTH-
BOPEUMBHI.

Ilenb — OLIEHUTb YACTOTY U TSXKECTb BHECKeJeTHBIX NposiieHuit (BIT) AC B coOCTBEHHO KIMHUYECKOM MpaKTUKE.
Marepuan u metoasl. B @TBHY HUUP um. B.A. Haconogoii ¢ 2005 o 2014 1. o6cnenoBansr 452 nanuenra (363
MyXaiHBI 1 89 sxenumH) ¢ AC, cootsetcTBylommM Hulo-Mopkeknm kputepnsm 1984 . Mennana Bo3pacTa 6oTb-
HbIx coctaBuia 31,5 [24; 41] rona, MmeamaHa Bo3pacta Havyasia 6osesHu — 19 [15; 23] net, nponoyKuTeTbHOCTH 60~
nesuu — 11 [7, 18] net, y 442 (97,7%) ObL1 BoIsiBIIeH aHTUTeH TUcTocoBMecTuMoctu (HLA) B27. [ToMmumo cranmapt-
HOTO J1abOPaTOPHOTO U MHCTPYMEHTAIbHOTO 00Cien0BaHus, 172 O0bHBIM MPOBEAEHA TPAHCTOPAKaJIbHAs X0Kap-
nmuorpacdust. B ciydae o6HapykKeHMsI OTKIIOHEHUI B aHAIM3aX MOYM, TIOBBIIIEHUST YPOBHST KpeaTUHWHA BBITTOTHSI-
ek Tipoda PebGepra, nccnenoBanue IgA, rucToiornueckoe uccaenoBaHre MOAKOXHOM KJIeTYaTKU WM CIU3UCTON
000JIOUKM JIBEHANIIATUTICPCTHON KKK Ha amuiions, Y3U novek. [1o mokazaHUsIM TTPOBOIVIINCH KOHCYTBTALIMKA
odTarbMOJIOTa C COOTBETCTBYIOIIMM WHCTPYMEHTAIBHBIM 00CIeIoBaHNEeM (IIPU YKa3aHWK Ha YBEWT B aHaMHe3e),
nepMatosiora, HedpoJsora, yposiora, TacTpodHTepoJIora, KosoHockomnus. B kauectBe BIT yuuThIiBasMch yBeuT, rmopa-
JKeHHe cepliia (HapylieHue TPOBOAUMOCTHU, U3MEHEHUST a0PThI U KJIaIaHOB), BOCMIAIUTEIbHOE 3a00JIeBAaHUE K-
weyHuka (B3K), rmomepynonedput, ncopuas. OueHuBaau abCOMIOTHOE U TPOLIEHTHOE KOJIMYECTBO MaLIMEHTOB,
nMeronnx kakoe-nmu6o BIT 3a nmepron Habmonenus. [1py olieHKe yBeUTa YUUTHIBAIN YUCIIO OOOCTPEHMIA B TOIT

¥ KOJIMYECTBO OCJIOKHEHWH, ITOpaskeHUsI cepila — BRIPAKEHHOCTh KJIAMTaHHOM perypruTaiuy, HaTudue mpoTe30B
KJ1anaHoB U aneKkTpokapanoctumynsropa (DKC), rcopuasa — obiias rutoianb nopaxkenus tena (Body Surface
Area — BSA) u nunnekc tsxectu ricopuasa (Psoriasis Area Severity Index — PASI), Hedpornartuu — Hanmuue u cra-
st XpoHudecKoit 6ose3Hu nouek (XBIT) u/wmm makporemarypun, B3K — nunnexc R. Harvey u J. Bradshaw (HBI)
Ha OCHOBAaHWU YaCTOTHI CTYyJIa, HATMUYUST KPOBU B Kajie, OOJIM B XKUBOTE U OOIIIETO CAMOYYBCTBUSI.

Pe3ynsraTsl u o0cyxaenne. BI1 BoisiBiensr y 218 u3 452 maumentos (48%). Y 140 (30%) 6bu1 yBeut, y 1/4 u3 HUX OH
MPOTEKAJI C YaCTBIMU PELIUAMBAMU: TP U OGosiee 060ocTpeHuii B o u 6osiee 10 Ha poTsskeHun 6os1e3Hu; 41 (29%)
MalMeHT UMeJT OCTIOXKHEHMSI yBEUTA, COTIPOBOXKIABIINECS HAPYIIEHUEM 3peHus. HapyieHue mpoBOIuMOCTH cepi-
11a 66110 BIsIBIICHO Y 61 (13%) GonbHOrO. Y 5 13 Hux 0buT uMIUIaHTHpOoBaH DKC. Mi3MeHeHMs a0pThI M KJ1anaHOB
cepaiia obHapyxeHbl y 71 (41,2%) maimeHTa, B TOM YKCJIe TUIATALMS/YTOJIEHE KOPHS aopThl — y 60 (34,8%),
YTOJIIIEHWE CTBOPOK a0PTAIIbHOr0/ MUTPAIbHOTO KilanaHa — y 63 (36,6%). KinananHast peryprurtanust 3—4-ii crere-
Hu otmeueHa y 10 (5,8%) manmenTos, B 9 (5,2%) ciaydyasix BBIIOJHEHO MTPOTE3MpPOBaHKe KiamaHoB. Hedpur nuarno-
crtupoBaH y 16 (3,5%) 6onbHbIX, y 4 13 HUX 6bUTa XBIT 11 cranuu u Beime. [copuas 6su1y 17 (3,7%) namreHToB,
13 HUX Y 2 — TspKenble opmbl icopuasa (BSA >10%). B3K (s13BeHHBII KOMUT Wwin 60s1e3Hb KpoHa) IMarHocTupo-
BaHO y 16 (3,5%) manueHToB, B TOM unciie y 4 — Tsokesioe TedeHue. Y 79 (36%) naireHToB OTMEYEHO COYeTaHUE
nByx u 6osee BIT, HanbOosee yacto — yBeuTa M OPaKeHUs cepa.

BeiBoasl. BIT HaO1r0mal0TCs TOUTH Y MOJIOBUHBI 60JbHBIX AC (48%) 1 MOTYT COYETAThCSI MEXIY CO0O0I, Haubosee
YyacThble U3 HUX — YBEUT, MOpaXKeHUe KOPHSI a0PTHI ¥ KJIATIAHOB Cep/ilia, HapyIIeHe CepevuHol mpoBoauMoctu. BIT
YXYILIAIOT TeYeHue U nporHos AC.

KiioueBble cJ10Ba: aHKITO3UPYIOIIVEI CITOHIVIINT; YBEUT; aOPTUT; HE(PUT; TIcOpUa3; BOCTIATUTEIbHOE 3a00IeBaHNe
KUTICYHUKA.

Jlna ceplnku: Tonzenko AA, boukoBa Al, PymsniieBa OA u np. YactoTa U TSIKeCTh BHECKEIETHBIX TTPOSIBJIEHUI aH-
KUJI03Mpyloliero cronauwinta. Hayano-npaktudeckast pesmarosnorus. 2017;55(2):169-176.

THE FREQUENCY AND SEVERITY OF EXTRASKELETAL
MANIFESTATIONS OF ANKYLOSING SPONDYLITIS
Godzenko A.A.', Bochkova A.G.?, Rumyantseva O.A.%,
Korsakova Yu.0.}, Razumova 1.Yu.*, Badokin V.V.!, Erdes Sh.F.}

Ankylosing spondylitis (AS) is a systemic inflammatory disease involving not only the skeleton, but also other organs.
The data on the frequency and clinical significance of extraskeletal manifestations are contradictory.

Objective: to assess the frequency and severity of extraskeletal manifestations (ESMs) of AS in the authors' own clini-
cal practice.

Subjects and methods. 452 patients (363 men and 89 women) with AS fulfilling the 1984 relevant New York criteria
were examined at the V.A. Nasonova Research Institute of Rheumatology in 2005 and 2014. The patients' median age
was 31.5 [24; 41] years; median disease onset age, 19 [15; 23] years; disease duration, 11 [7; 18] years; HLA B27 was
identified in 442 (97.7%) patients. In addition to standard laboratory and instrumental examinations, transthoracic
echocardiography was performed in 172 patients. Rehberg's test, IgA test, histological examination of subcutaneous fat
tissue or duodenal mucosa for amyloid, and renal ultrasound were made if there were urinary abnormalities and ele-
vated creatinine levels. If indicated, there were consultations by an ophthalmologist with an appropriate instrumental
examination (with evidence of uveitis in the history), a dermatologist, a nephrologist, an urologist, a gastroenterolo-
gist, and a endoscopist. Uveitis, cardiac involvement (conduction disturbance, aortic and valvular changes), inflam-
matory bowel disease (IBD), glomerulonephritis, and psoriasis were borne in mind as ESMs. The absolute number
and percentage of patients having any ESM over the follow-up period were estimated. The number of exacerbations
per year and that of complications were taken into account when evaluating uveitis; the magnitude of valvular regurgi-
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tation and the presence of prosthetic valves and a pacemaker were considered when assessing cardiac damage; the total body surface area (BSA) and
the psoriasis areas and severity index (PASI) were estimated in psoriasis; the presence and stage of chronic kidney disease (CKD) and/or macrohema-
turia were kept in mind in nephropathy; when evaluating IBD, the Harvey—Bradshaw index (HBI) was determined on the basis of a stool frequency,
the presence of blood in the stool, abdominal pain, and general well-being.

Results and discussion. ESMs were detected in 218 (48%) of the 452 patients. Uveitis was present in 140 (30%) patients; in one-fourth of them, it
relapsed frequently: three or more exacerbations per year and more than 10 during the disease; 41 (29%) patients had uveitis complications accom-
panied by visual impairment. Cardiac conduction disturbance was revealed in 61 (13%) patients. Five of them underwent pacemaker implantation.
71 (41.2%) patients were found to have aortic and valvular changes, including aortic root dilatation/thickening in 60 (34.8%) patients and
aortic/mitral valve leaflet thickening in 63 (36.6%). Grades 3 and 4 valvular regurgitation was noted in 10 (5.8%) patients; valve replacement was
carried out in 9 (5.2%) cases. Nephritis was diagnosed in 16 (3.5%) patients, 4 of them had Stage 2 or above of CKD. Psoriasis was present in 17
(3.7%) patients; 2 of them had severe psoriasis (BSA >10%). IBD (ulcerative colitis or Crohn's disease) was diagnosed in 16 (3.5%) patients, includ-
ing 4 who showed a severe course. 79 (36%) patients were observed to have a concurrence of two or more ESMs; that of uveitis and heart disease was
most commonly seen.

Conclusion. ESMs are observed in nearly half (48%) of the patients with AS and can be concurrent; the most common ESMs of AS are uveitis, aortic

root and heart valve lesions, and cardiac conduction disturbance. ESMs worsen the course and prognosis of AS.

Key words: ankylosing spondylitis; uveitis; aortitis; nephritis; psoriasis; inflammatory bowel disease.
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OaHOI1 13 KTI0YEBBIX OCOOEHHOCTEM aHKWIO3UPYIOLIEro
cno”aunura (AC), Kak M Apyrux 3a0ojieBaHWIl M3 TPYIIbI
crioHaun0apTpuToB (CIA), siBJsIeTCS BOBJIEUEHUE B ITaTOJIOTH -
YEeCKUIi TIpolecc HapsIoy C OMOPHO-ABUTATEIbHBIM alapaToM
NIPYTUX OPraHOB U CUCTeM. BriepBble Ha YacToe MopakeHue
IJ1a3, KoY 1 BHyTpeHHUX opraHoB rmpu AC u apyrux CrA o6-
paTuad BHUMaHUE OCHOBOTOJIOXHWKU KoHuenuuu CrmA
V. Wright u M. Moll [1-3].

M. Khan u S. van der Linden [4], npeanarast Kputepuu
EBponetickoit rpynmbl o uszydyeHuto CnA (ESSG) u rosops
o pacumpenuu cnektpa CnA, mpeamnojaraid MHOrooopasue
kak ¢opm CnA, ¢ ydyerom Bcex HeaubdepeHIUPOBAHHbBIX
U TEePEeKPECTHBIX BapUAHTOB, TaK U KIMHUYECKUX IPOSIBIIE-
HUI, KOT/1a Hapsily CO CMIOHAUIUTOM U apTPUTOM MPUCYTCTBY-
10T YBEUT, AOPTUT, KOJIUT U T. [I.

JanbHeiilie MHOTOUMCIIEHHbIE HAOMIOAEHUS TTONTBEp-
JKIaJTM TECHYIO aCCOIMAIINIO TTIOPAXKEHUST CKeJleTa C BHECKEIeT-
ueiMu niposiBneHusimu (BIT) mpu AC. Tak, mo pe3synbratam
OILICHKHU Oebruiickoit KoropThl, y 42—44% GonbHbix AC co-
MpoBOXIaeTcst KakuM-116o u3 BIT [5].

OnHako, HECMOTPS Ha JUTUTEIbHYIO UCTOPUIO U3YUEHMUS
AC, 10 HACTOSIIIIETO BPEMEHMU CYILIECTBYET MHOTO HEPELIEHHBIX
BOIPOCOB M MpoTHUBOpeuuid, Kacawoiuxcs BII: oTcyrcTByer
obuenpuHsToe onpeneieHue BII, a Takxke yeTkoe pa3rpaHu-
yeHnue BII, ocoxHeHUt 1 KOMOPOUIHOCTU. DTO, B CBOIO OYe-
penb, BIeYET pa3HOraacusl B OLEHKE YaCTOThl U TSKECTU pa3-
nnuHbIX BIT.

IMono6Has cutyanuss He yHuKanbHa 111 AC. Panee
OTEUECTBEHHbIE PEBMATOJIOTH aKTUBHO OOCYXIaiu Mmpobiie-
My BII peBmatoumnoro aprtpurta (PA). O.M. ®omomeena
B IMCKYCCOHHOW CTaThe, MOCBSIIEHHON CHUCTEeMHBIM TIPO-
sBieHusiM PA [6], moguepKkuBaga HeOOXOAUMOCTh «yHUbU-
LIMPOBAHHOTO TIEPeYHsI BHECYCTaBHBIX MposiBieHUit PA co
cTporoil geduHunmeit kaxmoro». Ilpu sToM obpainaioch
BHMMaHME Ha HECOBEPLIEHCTBO MHOTUX 3apyOeXHBIX KJac-
cudukanuii PA, B KOTOpBIX Ype3BbIYaiiHO BOJIbHO TOJIKOBA-
nock noHstue BIT, BKItoyaBImx B ce0s1 U OOLLIEKOHCTUTYLIV -
OHaJIbHbIE MPU3HAKU CUCTEMHOIO BOCHaJEeHUs (JIUXOpaaka,
MOTEPST MAcChl Tea), M OCTEONOPO3, U LIEPBUKAIBHYIO MUe-
JIOTIATHIO.

Yro kacaercs AC, TO B IUTEpaType TakkKe MOXKHO BCTpe-
TUTh NaHHBIE, CBUIETEIbCTBYIONINE 00 OTCYTCTBUU E€IUHOTO
B3risaa Ha BII. Hepeako cmemmBatoTcs cobctBeHHO BII,
OCJIOXKHEHUS U KOMOPOUIHbIe cocTossHUS. Tak, B psay BIT mo-
IyT (GDUTYpUPOBATh TAKWE TETEPOTCHHBIE CUMITTOMBI M CHHIIPO-
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MbI, KaK CITOHTaHHBII MTHEBMOTOpAKC, IbIXaTeJbHasl HEAOCTa-
TOYHOCTh, HOUHOe armHo3 [7]. B crathe C. Rodrigues u coaBT.
[8] amMmuIOMIO03 M «CHMHIPOM KOHCKOTO XBOCTa» TaKXKE OTHECe-
Hbl K BI1, XOTST TOTMYHO 3TH COCTOSTHUST paclieHUBATh KakK OC-
noxHeHust AC. He meHee ctpanHo BuaeTh cpeau BIT ocTeomno-
pO3 ¥ TIepeIOMbI TTO3BOHOYHUKA [9)].

Hanpotus, B ucnaHckoit koropte 0osibHbIX criekTp BIIT
OTPaHNIMBAETCS YBEUTOM, TICOPUA30M U BOCITATUTETLHBIM 3a-
OosieBaHueM kuilieyHuka (B3K), u He ynoMuHaloTcs mopaxe-
Hue cepaua u aoptel, IgA-Hedponarus [10].

MexayHaponHoit  rpynmnoii  mo  omeHke CnA
(Assessment of SpondyloArthritis international Society —
ASAS) 1o HacTosIIero BpeMeHU He pa3paboTaHO KaKUX-T1u00
nedununmii BI1 aToii rpynmsl 60Je3Hei, a Takke PeKOMEH-
JAluii TT0 UX IUarHocTuke u BeaeHuio. OnHako ASAS peko-
MEHIyeT K «UCTUHHBIM» BIl oTHOCUTH MmopaxeHus ra3, Ko-
KU, KUIIEYHWKA, YPOTEeHUTAIBHOTO TPaKTa, B TO BPeMsl Kak
TIPOSIBJIEHUST CO CTOPOHBI CEp/Ila 1 TOYeK CJIeIyeT paccMmar-
puBath «BHe KoHueniuu CrA», Tak KaK OHU BBISIBIISTIOTCS
KpaliHe peiKo, Ha IMO3MHUX CTamusIX OOJe3HU W MPOTEKaIoT
cyoknuHuuecku [11].

Tem He MeHee BOCIaIUTEIbHbIC TIPOIIECCHI B 3TUX Opra-
Hax TakxKe O0YCJIOBJIEHBI 3KcIpeccueil aHtureHa B27 u omno-
cpeoBaHbl TPOBOCTIAIUTENBHBIMU LIUTOKUHAMU — (haKTOPOM
Hekposa omyxonu o (DPHO«), untepneiikunom 17 (MJI17).
IMokazaHo, 4TO AOPTUT U aTPUOBEHTPUKYISIpHAsI GloKaga ac-
COLIMMPOBAHBI C HOCUTEILCTBOM B27-anTureHa B 67—88% ciy-
YaeB, a NMPU HEKOTOPBIX BapuaHTax CIA aopTUT pa3BUBaeTCS
TobKO Yy B27-no3utuBHBIX manueHToB [12, 13]. Cpeau 60yb-
HeIX AC, Habmonasmuxcs B ®T'BHY HUUWP um. B.A. Haco-
HOBOI1, B27-1103uTHBHBIMU ObLTH 98% C HapyILIEHUSIMUA PUTMA
u nipoBoauMocTd 1 97,5% ¢ mopaxkeHUeM aopThl U KJIAMaHOB
cepatia. OTo 6osiee BBICOKUI MoKa3aresib, 4eM B 1ejioM npu AC
[14]. BonbimHcTBO manueHToB ¢ AC u IgA-HedponaTueit,
Mo JaHHBIM JTepatypsl [15, 16], Takxke B27-1103UTUBHBI
(82%). Onpenensioniyio pojib B pa3BUTHM U IIPOrPeCCUpOBa-
Hun IgA-"edpomnatun urpact ®HO«, 4TO MOATBEPXKIATOCH
9KCMpeCcCcUeil ero pelenTopoB B KiIyboukax modek mpu IgA-
Hedponatuu [17].

AOPTUT TakKe pa3BUBAETCSI TPU HEMOCPEICTBEHHOM
yuactt DHOao u cemeiictBa UJI, OTBETCTBEHHBIX U 3a IpyTHe
nposiBieHust AC, 4To ObUTIO IMOKa3aHO Ha XWBOTHBIX MOJEJISIX
W TIOATBEPXICHO KIMHUYECKUMU JTaHHBIMU, TEMOHCTPUPYIO-
muMu b dext narnoutopoB PHOw B oTHOIIEHUN aopTUTA
npu AC [18].
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CymMMuUpysl JaHHBIE JUTEPaTypbl W TPEIIIeCTBYIOIIUI
KIMHUYIECKUI OTIBIT, MOXHO TPEIIONIOXNUTh, 9YT0 BIT momkHb
YIOBIIETBOPSITH CIAEMYIONTUM TTPU3HAKAM:

SIBJISITHCSI BOCTTAJTUTETbHBIM TTPOIIECCOM;

OBITH TIATOTEHETUYECKN CBSI3aHHBIMU C TIOPAXKEHHEM
cKeJsieTa U ApYyruMu nposiBieHusiMu AC;

OTBeUYaTh Ha TEpaNuio IMperapataMu, TTPUMEHSIONI -
MUCSI JUTS JICUEHUsI BOCITATUTEIbHBIX U3MEHEHWI TT0-
3BOHOYHUKA U CYCTaBOB;

4acTo KOPPEeIupoBaTh C AKTUBHOCTHIO CIIOHIWJINTA
U apTpuTa.

[lo MHeHUIO POCCUICKMX DKCHEPTOB MO U3YYECHUIO
CrA, npeanpuHsSBIINX TOTBITKY OTIPENEIUTh U CUCTeMaTH -
3upoBath BII B mpoiiecce co3manust oTeueCTBEHHO KIaccu-
dukanuu AC, kK BI1 AC ciemxyeT OTHOCHUTB YBEUT, OpaxkKe-
HUE cepllia U aopThl, KOXHU, ModeK, Kumeunuka [19]. Cpe-
I OOIIMPHOTO CITEKTpa Pa3sHOPOMHBIX KIMHUYECKUX CUH-
IPOMOB U CUMIITOMOB, compoBoxnaoimux AC, mopaxkeHus
3TUX OPTaHOB B IIEJIOM YIOBJICTBOPSIOT BBIIIEOMMCAHHBIM
MpU3HAKaM.

JlanHbie o yactore u BeipaxkeHHocTu BIT mpu AC B pa3s-
JIMYHBIX TYOJIUKALUSAX BBIJISIASIT Takke MPOTUBOPEUYUBBIMU.
C ofHOI1 CTOPOHBI, UX BECbMa ONTUMUCTUYHO XapaKTePU3YIOT
Kak pefiKkue U He BIMSIOLIME Ha KaueCTBO XKU3HU U UCXOH 00-
JIe3HU, C APYTON — KaK 4acThle U CEPbEe3HO yXYyAIIAIOIINe TPO-
rHo3 [20—22].

Taxk, pesynbrarhl 12-JIeTHEro HaOJIOACHUS KOTOPTHI
OASIS (216 mauuentoB ¢ AC) mpoaeMOHCTpupoBaiu, uto BIT:
yBeut, B3K, ncopuaz — He accouumupoBaiuch ¢ (yHKIIHUO-
HaJIbHBIMU HapyIIEHUSIMA U PEHTTCHOJOTMYECKUM IPOTpec-
cupoBaHueM 6ose3Hu [20]. Passutue BI1 de novo 6b110 oT™Me-
4yeHo 3a 12-neTHuit nepuoa y 27 u3z 216 (12,5%) nainueHTOB,
4TO MO3BOJIMJIO aBTOPaM C/ieJlaTh BBIBOJL O HEYaCTOM Pa3BUTUU
BIT npu AC [21]. [Tpu 5TOM He YyUUTHIBAJIIMCH TIKECTh COOCT-
BeHHO BII, cBsi3aHHbIe C HUMU OCTOXHEHUSI, CHUKEHUE Kadye-
ctBa Xu3Hu. AHanu3 xoropthl AQUILES, BkirouaBmieit
513 mammenToB co CniA, B Tom yncie 285 — ¢ AC, mponeMoH-
crpupoBai passurue BITy 16 u3 285 (5,6%) yenoBex 3a 2-1eT-
Huit nepuon [orHomenue mancos (OL) = 5,6]. Haubosee
yacTeIM ObUT yBeuT — 13 ciryuaes (OLI = 4,6) [23]. B sT0ii pa-
0oTe oLleHUBAIUCh YBeUT, ncopuas u B3K, 6e3 yueta kapau-
QJIBHOW W MTOYEYHOH MaTOJIOTUH.

Yo KacaeTcs olleHKH oTaeTbHBIX BIT, Xopolo n3BecTHO
MHEHHUE O «J00pPOKayeCTBEHHOM» TeueHUu yBeuTa npu AC.
Tak, Mo MHEHUIO psifia aBTOPOB, MPOTHO3 yBeUTa y 001bHbIX AC
MOXHO CYUTATh OJIArOMPUSITHBIM: aTakKu, KaK MPaBUIO, HEMPO-
JOJIKUTETbHBI, TIOAJAIOTCSI MECTHOMY JIEUEHUIO MPOTUBOBOC-
MaJTUTEAbHBIMU KATUIIMU U UHBEKLUUSIMU U PEAKO TIPUBOIST
K TIoTepe 3peHust [24, 25].

[Mono6HoI Mo3UIMY MPUAEPKUBAIOTCS MHOTHE KITUHU-
LIUCTBHl M WCCJIENOBATEIN B OTHOIICHUU TOPaKEHUs cepaia
u aoptel. [To muenuio F. Brunner u coaBr. [26], yacTora aop-
TaJbHOU PerypruTaiuu, HapylneHU cepeaTHON MPOBOAMMO-
CTU U AMACTOJIMYECKON AMCHYHKIIMUA HE MOBBIIIEHA Y 00JIb-
HbIX AC B CpaBHEHUU € MOMYJSALIMOHHON. [1o 0630pHbBIM 1aH-
HbiM D. Lautermann u J. Braun [27], yacToTa aopTajbHOI pe-
ryprutauuu npu AC cocrasiset 4—10%, a HapylIeHUIi po-
BOAUMOCTH — 3—9%. DTH aBTOPHI TaKXKE XapaKTePU3YIOT 0~
paxeHue cepila Kak peikoe W KIMHUYECKU He 3HAYMMOoe
nposinenue AC.

C mpyroii CTOpOHBI, B psific TIOCJEIHUX ITyOnuKaiuii |28,
29| aBTOpBI THITAIOTCSI TIPUBJIEYb BHUMAHUE K TTOPAXKEHUIO
cepria nmpu AC Kak K 4aCTOMY U Cepbe3HOMY TPOSIBIICHUIO:
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E. Klingberg u coaBt. [28] npemiararoT BKIIOUUTh 3XOKapaHUO-
rpaduro (BxoKI') B uncio obs3aTeTbHBIX UCCICIOBAHUI I
Bcex 60bHBIX AC.

[Momo6HbBIE pazHOTIacUsT B NeUHULIUSIX U OLIEHKE KIIH-
Huveckoi 3HauuMmocTu BIT Hepeako mopoxnamT Hecoriaaco-
BaHHOCTb B IMOX0/IaX K (DOPMYJIMPOBKE TUArHO3a U OTIpejiesie-
HUU TaKTUKU 0OCIeIOBaHUS 1 JICYSHUS TTallIEHTOB.

B cBs131 ¢ 3TUM MBI peIIVIIA OLIEHUTh YaCTOTY U TSKECTh
BII B cobcTBeHHOI4 rpyrie 00abHbIX AC.

ea» paboThl — OLEHUTH YacToTy U TsikecTh BIT AC
B COOCTBEHHOI KJIMHUYECKOU MpaKTUKE

MaTtepuan v Mmetofabl

O0bekTOM HccienoBaHus obutn 452 mamuenTa ¢ AC, co-
orBercTByIomnx Hplo-Mopkckum kpurepusm 1984 . u Ha-
omonasmmxcst B PIT'BHY HUUP um. B.A. Haconosoii ¢ 2005
o 2014 r. [30]. B uccienyemoii rpyrire 6610 363 MyKUMHBI
u 89 xeHuuH. MenuaHa [25-i1; 75-ii mepueHTUIM]| Bo3pacTa
0OJIBHBIX HA MOMEHT HabJoaeHus coctaBuiu 31,5 [24; 41] ro-
na, Bo3pacTta Hayaia 6one3Hu — 19 [15; 23] neT, npomomKu-
TeapHOCTH Gose3Hu — 11 [7; 18] net. 442 (97,7%) nauneHTa
obin B27-mo3utuBHbI. OO1Iasi XapakTepucTuKa OOJbHBIX
npeacraBieHa B a0, 1.

BceMm mainmeHTaM BBIMOJHSIIOCH OOCAEI0BaHKUE, TIPH-
HATOE€ B PEBMATOJOTMYECKOM KIMHUYECKOW IIpaKTUKE,
BKJII0YAs OLICHKY BOCITAJIMTEIbHOI aKTUBHOCTU U (DYHKIIMO-
HaJbHOM CITOCOOHOCTH C MCITOJIb30BAaHMEM CYMMAapHBIX MH-
nekcoB. JlabopaTopHOe McciieqoOBaHNEe BKITIOUAIO0 KIMHUYE-
CKUIi aHaJIu3 KpOBU U Mouu, onipeaenenue HLA-B27, kpea-
TUHUHA, MOYeBUHBI, C-peakTuBHOIO Oeska. B ciyuae oOHa-
PYXEHUST OTKJIOHEHUIA B aHaJM3aX MOYHM, TOBBIIIICHNUS] KOH-
LIEHTpalluu KpeaTMHUHA BBIMOJHSIMCH Mpoba Pebepra, uc-
ciaenoBaHue UMMYHornooyiarHa A (IgA), rucrosoruueckoe
HUCCaeA0BaHUE MOAKOXHOM KJIeTYaTKU WM CIU3UCTON 000-
JIOUKM ABEHAILATUINEPCTHON KUIIKM HAa aMUWJIOM, YJbTpa-
3ByKoBoe uccienoBanue (Y3UM) mouek. MHCTpyMEeHTaIbHOE
o0cenoBaHue, TOMUMO cTaHIapTHOH mJist AC peHTreHorpa-
duu, BKIOYANIO 0043aTEeIbHYIO 3JIeKTpOoKapauorpaduio
(DKT) mnst Bcex manmeHTOB; 172 GOJBHBIM HEBHIOOPOUYHO
ObuTa caenaHa TpaHcTtopakanbHas DxoKI. 1o mokazaHusIM
MPOBOJIUINCH KOHCYJIBTAIIUN 0P TaIBMOJIOTa C COOTBETCTBY-
JOIIMM WHCTPYMEHTAJIbHBIM 00CIenoBaHeM (TIpU YKa3aHUU
Ha yBEUT B aHaMHe3e), AepMaToJiora, HedpoJiora, ypoJjora,
racTposHTepoJsora, KojioHockonus. [Ilpu cbope aHamHesa
U OCMOTpE MpUlieJbHOEe BHUMaHKe 0o0pallaioch Ha CBee-
HUS 0 BOCMaJeHUHM Ta3 (YBEUT), Kaja00bl CO CTOPOHBI CEp/-
11a, KMIIeYHUKA, Ha U3MEHEHUS KOXU U HOITell. B KauecTBe
BIT npyHuManuch BO BHUMaHKME YBEUT, MOPAXEHUE Cepalia

Tabnuua 1 06wwas xapakTepuctnka 60bHbIX (N=452)
Mokasartenn 3Havenue
My>XYUHBI/KEHLLMHDI, N 363/89
HLA-B27+/-, n 442110
Bospact 60nbHbIX, rogbl, Me [25-i; 75-ii nepueHTUN] 31,5 [24; 41]

Bospact Hayana 6onesHu, rogsl, Me [25-14; 75-it nepueHtunu] 19 [15; 23]

OnutenbHocTb 6071e3HN, rofbl, Me [25-i1; 75-it nepLeHTMu] 11 [7,18]
Hayano 6onesun go 16 net, n (%) 67 (14,8)
AxcmanbHas dopma AC, n (%) 234 (51,7)
[Mepudpepuyecknit apTput, n (%) 218 (48,3)
Kokeur, n (%) 208 (46,0)
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(BocmasieHue aopThl M KJIAMaHOB, HAPYIIEHUE MPOBOANMO-
ctn), B3K, nicopuas, Hepput (IgA-HedponaTus); Ipu 3TOM
k kateropuu BIl He oTHOCHINCH aMmIOnI03 WM HedpoTa-
THSI, THAYIUPOBAHHAS HECTEPOUTHBIMU TTPOTUBOBOCITANIN-
teabHbiMU nipenapatamu (HITBIT). OuenuBanoch adbcontor-
HOE€ ¥ TIPOIIEHTHOE KOJWYECTBO MAIlMEeHTOB, NMEIOIINX Ka-
koe-n1u60 BII 3a nepuon HadmoaeHusi. [1pu olieHke yBeu-
Ta YYUTHIBAJMCh YUCIO OOOCTPEHUI B TOJ M KOJMYECTBO
ocnoxHeHui. [Ipu uccaenoBaHuM cepalia yYUuTbIBAJIMCh Ha-
pyLIeHUs] TIPOBOJMMOCTU U CTeINeHb OJOKadbl; YTOJILE-
HMe/IuiaTalus aopThl, YTOMIIEHNE KIarnaHoB Cepalia, Bbl-
PaxkeHHOCTh KJIaNaHHOW perypruraiuu, rMpu 3TOM U3 aHa-
N33 UCKTIOYAINCh MAllMeHThl, Y KOTOPBIX JaHHbIE U3MEHe-
HUS BIIEPBBIE BBIABISINCH B Bo3pacte crapiie 50 met. Ts-
KeCTh TIcoprasa OlleHUBAIACh MO 00IIIeil TUToIIaay mopaxke-
Hus tena — Body Surface Area (BSA) u mHaekcy TsxecTu
ncopuasa — Psoriasis Area Severity Index (PASI), neppona-
TUW — Ha OCHOBAHWM HAJIMYUS U CTAIUU XPOHUUECKOU 60-
ne3nun mouek (XBIT) m/wimm makporematypuu, B3K — 1o
nHaekcy R. Harvey u J. Bradshaw (HBI) Ha ocHoBaHuu yac-
TOTHI CTyJIa, HATUYUSI KPOBU B Kaje, 60U B XKMBOTE U 00111e-
ro camouyBctBUs [31—33]. Kputepuu oneHku tskectu BIT
npeacTaBjieHbl B Ta0JI. 2.

PesynbTatol

Ilpu obuieit ouenke crpyktypsl BIl B ucciaenyemoit
rpynmne 6oapHbIX AC oKa3anoch, 4To Kakoe-nnb6o u3 BIT 3a
repuof 00Je3HM ObUIO OTMeueHO y 218 u3 452 (48%) manu-
eHToB. Y 140 (30%) ObL1 yBeur, y 61 (13,5%) — HapyuieHue
cepieyHoi mnpoBoaumoctu, y 16 (3,5%) — uedpur, y 16
(3,5%) — B3K, y 17 (3,7%) — nicopuas. Y 71 uz 172 (41,2%)
YyeJIoBeK, KOTOpbIM BblnosHsack OxoKI, BbIsIBIeHBI U3Me-
HEHUs aOPThl U KJIAaAaHOB CepALa B BUIE YTOJILEHUS U/WUIU
NUATaTalWU.

VY 34 u3 140 (24,3%) 6G0NbHBIX YBEUT MIPOTEKA C YACThI-
MM pelMaMBaMu: TpU 1 60see o6ocTpeHus B roa u 6osee 10 Ha
MPOTSKEHUU OOJIE3HU.

VY 41 (29,3%) naieHTa OTMEYaIUCh OCIOXKHEHUS YBEH-
Ta, COMPOBOXKIABIINECS HAPYIIEHUEM 3PUTETbHBIX DYHKIIWI,

B TOM UYHMCJIe UPUAOKOPHEATbHbBIE CPAIeHUsT (CUHEXWH), 1ECT-
PYKIIUS CTEKJIOBUIHOTO TeJa, KaTapakTa, MOCTyBeabHas Tiay-
KOMa, MaKyJomartusi, JIeHTOBUIHAS JeTeHepalys pPOTOBUIIHI,
yacTUYHas aTpodust 3puTebHOTO HepBa. [loHas criernoTa of-
HOTO M3 IJ1a3 BCJIEACTBME KaTapaKThl WIIM aTPOPUN 3pUTETHHO-
ro HepBa OblIa y 7 MalMEHTOB.

OueHka mopaxkeHus cepaua y 0onabHbiXx AC mpoje-
MOHCTPUpOBaja 4acTO€ BOBJEYEHUE B MAaTOJOTHMUYECKUU
MpOoLecC a0PThl, KJIAMAaHOB W MPOBOJSIIEN CUCTEMBI cepalia
(Tabm. 3).

Hapyuienre mpoBOAMMOCTH ObLIO BbIsiBIeHO y 61
(13,4%) 601bHOTO, MSATH U3 HUX ObLT UMITTaHTUPOBaH DKC
B CBSI3U C MOJHOM aTPUOBEHTPUKYISIPHOU Oi10Kamoii. M3me-
HEeHHUSI aopThl M KJamaHOB cepala Habgwomanuch y 71
(41,2%) mnauumeHTa, B TOM YMCIE AWIaTallusl/yTOJIICHUE
KOpHs aopThl — y 60 (34,8%), yToiiieHue CTBOPOK a0pPTallb-
HOro/MUTpaJbHOrO KiamaHa — y 63 (36,6%). KinamnanHas
peryprurainus 3—4-ii crerieHn ormedena y 10 (5,8%) nauu-
eHTOoB, 9 (5,2%) mamueHTaM BBHITIOJTHEHO MPOTE3MpPOBaHUE
KJ1araHoB.

Jpyrue BIT Habnoganuch B UCCAeAyeMO rpyIine 3HaYK -
TEJILHO peke, YacToTa uX He npesbiiana 4%.

Hedpur anarnoctuposat B 16 (3,5%) cayvasix. Y Bcex
MalMeHTOB OblIa SPUTPOLUTYPHUSI, B TOM UUCTIE Yy 5 — MaKpoO-
rematypus. [IporenHypusi HeGONbINION cTeneHu (OT caemo-
Boii 10 0, 099%) BbisiBiIsLIach Y 8 GOJIbHBIX, Y 4 ObUIM MPU-
3Haku XBIT [I-I1I cranuu (cHUXEeHUE CKOPOCTU KITyOOUYKO-
Boit dwisTpanmu 10 70—50 MiI/MUH), Y 5 BBISIBIISUICS] TIOBBI-
1IeHHBIN ypoBeHb IgA. Y Bcex mauueHToB ¢ HEHPUTOM OT-
MeJaJiach BBICOKAsl KJIMHHMKO-JIabopaTopHasi aKTMBHOCTD:
BASDAI >40, COD >30 mMM/4, 12 U3 HUX MHUIIMUPOBAaHA
Tepanusi TeHHO-UHXEHEPHBIMU OMOJIOTMYECKUMU Mpenapa-
tamu (CUBIT).

IIcopuas BeisiBaeH y 17 (3,7%) mauueHTOB, y 2 U3 HUX
OBbLIY TsiKeble (pOPMBI IIcopHasa ¢ 00JIBIION TJIOIIAABIO TTopa-
xenus (BSA >10%).

B3K (a3BeHHBIIl KoauT uiau 6one3Hb KpoHa) mmarHo-
ctupoBaHo y 16 (3,5%) naiiieHToB, B TOM Yuclie Y 4 U3 HUX Ha-
OJII0ATIOCH TSIKEI0e TeUeHUeE.

VYV 79 (36%) nauueHTOB OTMEUEHO
coueraHue AByx u o6osiee BI1. Haubonee
4acThIM OBUIO COYeTaHMe yBEeWTa W I0-

paXeHUsT cepiila, KOTOPOE BBISBICHO
y 67 GOJIbHBIX (CM. PUCYHOK).

Ta6nuua 2 Kputepuu tsxectu BN AC

Mopaxexue aopTbl Hapywehnue
Veeut M KNnanaHos cepaua  NpoBOAWMOCTH Hedpu B3K fcopna3
Yucno o060cTpeHuin KnanaxHas AtpuoseHtpu-  XBI Il ctagun ~ HBI >10 BSA >10%,
B rog >3 nn aopTansHasa KynapHas 1 BblLLIE, PASI >10
Hanu4ne ocnoxHennin,  peryprutauus 6rnokaga Makporemarypus

3-4-i1 cTeneHn,
npoTe3bl KnanaHoB

2-3-11 CTeneHu,
Hanuyune IKC

BIINAKOLLNX HA 3peHne

O6cyxpeHue

AHanu3 Haleil TpyImbl MaiueH-
ToB ¢ AC TIpOIIEMOHCTPUPOBAI YacToe
pas3BUTUC BIT: moutn Y IIOJIOBUHEI 3a 1€~

TMpnmeyanne. IKC — aneKTpOKapANOCTUMYNATOP.

Ta6nuua 3 MopaxeHne cepaua y 60nbHbIx AC (n=452)

puon TeueHus OOJIe3HU OTMeYaeTcs Ka-

koe-nu6o u3 BII, nmpuueM npumepHO

y Tpetn (36%) — Heckosibko BIT.
HaubGonee wacteimu BIl Obuin

Moka3artenb

Yueno 6onbHbIX, N (%)

YBEUT U TopaxeHue cepana. Yacrora

HapyLwueHne npoBOAMMOCTH

B TOM YWCMe NOfHas aTPMOBEHTPUKYNAPHas 610kaaa ¢ umnnaxTaumeir IKGC

IxoKT (n=172):
Aunatauns/yTonLieHne KOpHS aopTbl
cy6aopTanbHbIN «rpedeHb»
YTOMLLEHNE CTBOPOK a0pTaNibHOr0/MUTPANbHOIO Knanaa
aopTanbHas/MUTpanbHan peryprutaumns 3—4-it cteneHn
NpOTe31pOBaHNe KNanaHos

061LLee 4nNCno 60MbHBIX C U3MEHEHWAMMW A0PTbI 1 KNanaHoB cepAaLa

yBeuta coctaBmia 30%, 9TO HECKOJIBKO

61 (13,4)
5(1,1) BbIllIE B CPABHEHUU C OOJBIIMHCTBOM
HCCIIeJOBAHUI, HO B 1I€JIOM YKJIa/IbIBa-
60 (34,8) eTcsl B 00LIEeu3BeCTHbIE paMKu — oT 20
19 (11, 0) 10 40% [34]. HecMoTpst Ha TO 4YTO Mpe-
63 (36,6) obnanaronieit hopmoii yBeuta npu AC
10 (5,8) ABJIAETCS UPUAOLUMKIUT (repeaHuit
9(52) YBEUT) M PEAKO BOBIIEKAIOTCS 3aJHHE

71 (41,2)

OTACJIbl rjasa C HeHOCpeI[CTBEHHOfI

172
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YIpO30il 3peHUI0, ¥ 3HAYUTEJbHON YacTU OOJbHBIX, TEM HE
MeHee, pa3BUBAIOTCS OCJOXHEHUS CO CHUXXEHHEM 3pEHMUS.
PesynbraThl paHee MpoOBEIEHHOTO MCCIEIOBAHUS TTOKA3aiH,
YTO YaCTOTa OCJIOXKHEHUI KOpPEIUPYET C YaCTOTOM 0boCcTpe-
HUI yBeWTa: Kak OKa3aJoCh, OoJjiee IBYX aTak yBeWTa B IO,
naxe 0e3 ydyera WX TMPOMXOIKUTETBHOCTH W BBIPAKEHHOCTHU
BOCITAJICHUST, MOXET OBITh JTOCTATOYHO JUIST Pa3BUTHSI OCIIOXK-
HeHuit [35]. Takum 06pa3oM, OCHOBHBIM (haKTOpOM Hebiaro-
MPUSTHOTO MPOTHO3a yBeuTa y 06071bHbIX AC sBJsIETCS pelLu-
IUBUpYOIIEe TCUCHHUE.

IMTokazaTtenem cepbe3dHocTu yBeuTa npu AC siBiseTcs
noTpedbHOoCcTh B HazHaueHuu ['MBII: B cooTBeTCTBUU € OTe-
YeCTBEHHBIMU peKOMeHIausIMu 1o jJedyeHuto AC, a Takxke
peKoMeHIanusIMu MexXIyHapoaHOW accomuanuu odTanb-
MOJIOTOB TIO JIeueHUI0 yBeuTa rmpu CA, pelnInBUPYOIINA
YBEUT sBJseTCS ToKazaHueM K HaszHaueHuio ['MBII,
¥ B OOJIBIIMHCTBE CTy9aeB OHU OKa3bIBAIOT IMOJOXUTEIHHBIT
3(ppexT B OTHOIIEHUU YACTOTHI OOOCTPEHUI YyBEUTa
[36—38].

MopaxeHue cTpyKTyp cepaua (aopThl, KJIalaHOB,
MPOBOJSIIEH CUCTEMBbI) TaKXKe BBISIBJIEHO Y CYIIIECTBEHHOM
oS OONILHBIX B Hallei rpymie: y 13% — HapylieHue mpo-
BOAUMMOCTU U y 41% — wu3MEHEHUsI CO CTOPOHBI AOPTHI
W KjiamaHoB cepnaia. [IpoBegeHHOe paHee HCCIeIOBaHUE
MO3BOJIMJIO HAM OXapaKTepu30BaTh OCHOBHBIC YEPTHI IMOpa-
KeHus cepaua mpu AC: JoKaanu30BaHHOE MOPaXkeHNE OCHO-
BaHUS aOpThl M 30HBI AOPTOMUTPAIBHOTO COEAMHEHUS
¢ hopMUpoBaHUEM TPEOHEBUIHOTO YTONIIECHUS B 00JIacTU
A0PTOMUTPAJILHOTO coeauHeHus: («subaortic bump»), aop-
TaJibHasl Peryprutanus, yTOJIIEHWEe aopTaJbHOTO/MUT-
pajJbHOIro KJallaHOB, YacToe CcodYeTaHWe C HapylleHHeM
npoBoauMocTH [14].

OlleHKa KJIMHUYECKO 3HAaUMMOCTH YKa3aHHbIX U3MEHEe-
HUIi, KOTOpbIE XapaKTepU30BaIUCh B OOJIBbIIMHCTBE UCTOUHU -
KOB KaK MaJIOCUMIITOMHBIE, HE BJIMSIOIINE Ha T€YeHUE U MPO-
rHO3 00JIe3HU, HyXXaaeTcs B nepecMotpe. [losiBuinch myom-
KalliM, TIOATBEPXKIAIOIIME HE TOJIbKO YacToe BOBJICUYCHUE
CTPYKTYp cepilla B IaToJioThuecKuii mpoimecc mpu AC,
HO ¥ BO3MOXKHOCTb PAaHHETO IMOpaXkKeHUs KJIalaHOB U KOPHS
a0PTHI, TIPOTPECCUPOBAHUS ITUX U3MEHEHUI, HEOOXOIMMOCTHU
MpoTe3upoBaHus KiamaHoB W mMIpiaHTarmu OKC y vactu
OosibHBIX [28, 39].

B Hameii rpymmne 9 nmaiueHTaM ObLIO BBIMOJHEHO MPOTE-
3WpoBaHMe KianaHoB U 5 — umiiiaHTauust DK C B ¢Bs3u ¢ moJi-
HOI1 mornepevyHoit 6yokanoii. Yacte nmauueHToB (n=45) ¢ uc-
XOIHBIMU CTPYKTYPHBIMU M3MEHEHUSIMU aopThl U KJIaraHOB
cep/iia ObUIM MTPOCIEXKEeHbI B IMHAMUKE C TOBTOPHBIM DX0KI -
uccienoBaHueM. Pe3ynbraTbl 3TOro mpoCcrneKTUBHOTO UCCIEN0-
BaHUsI ITPOIEMOHCTPUPOBAJIM ITPOrPECCUPOBAHME TTATOJIOTHYE-
CKMX M3MEHEHMI aOpThl M KJIallaHOB cepala y OOJIbIIMHCTBA
nanreHToB — 27 u3 45 (60%) — B BUje HapacTaHUsI TUIaTALIUK
a0pThI, CTETIEHU KJIATTAHHOW PeTYPTUTAINY, YTONIIEHUS Kia-
naHoB [40]. I[MTonyyeHHbIe JaHHBIE 0OOCHOBBIBAIOT HEOOXOU -
MOCTb paHHEe! OLIEHKM U TMHAMUYECKOTO HAOIIONSHUS 3a CO-
CTOSTHUEM CTPYKTYp cepana y 0oabHbIX AC ¢ Leblo onpeaee-
HUS J0JIY TALIMEHTOB, KOTOPBIM MOXET MOTPedOBaThCS XUPYP-
ruyecKoe JeyeHue.

Honst npyrux BII cpeau Hammx manydeHTOB OKasajach
MEHbIIIE B CPaBHEHUM C OOJILIIMHCTBOM JPYTUX KOTOPT:
C. Stolwijk u coaBt. [22], aHanu3upys gaHHbIE 156 MCTOYHU-
KOB, meMoHcTpupyioT pasputue mpu AC y 9,3% rmcopuasa
ny 6,8% — B3K, 1. Essers u coast. [21] —y 6,5 uy 11,1%,;
P. Zarco u coasr. [10] —y 5,4 u 3,9% COOTBETCTBEHHO.
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Ilo HamumM maHHBIM, yacToTa Ticopua3a u B3K cpenn
60sbHBIX AC cocTaBmiia COOTBETCTBEHHO 3,7 1 3,5%. Bo3aMox-
HO, TaKOE€ PACXOXICHUE CBSI3aHO C OTCYTCTBMEM E€IMHOM I10-
3UIIMU OTHOCUTEIHLHO HO30JOTMYECKOUW TMPUHAIIEXKHOCTU
¢bopM CrOHAWINTA, MpoTeKallux ¢ rncopuazom win B3K:
SIBJISIIOTCSL JTU OHU mauonaTudeckuM AC ¢ Ticoprazom Wi
B3K unu apyrumu Bapuantamu CrnA: mcopuaTUYeCKUM apT-
putoM (ITcA)/cnonauwnutom, B3K-accolmmpoBaHbIM CIOH-
NUJIXTOM. B CBSI3U ¢ OTCYTCTBUEM YETKUX KPUTEPUEB, paszrpa-
HUYUBAOIIUMX 3TU (HOPMbI CIOHIAWIWTA, TAKUM TallMEHTaM
HEPeIKO CTaBUTCS IMArHO3 <«IICOPUATUYECKUIl CITOHIUIUTY,
«croHauauT Ha (poHe B3K», B 0coOeHHOCTH eciv y TTallMeHTa
MMEETCS TSKeJIoe MopakeHNe KOXM WM KUIIeuHuKa. Tak, cy-
IIECTBYET MO3ULIKS, B COOTBETCTBMH C KOTOPOIl BCE BApUAHTHI
CIIOHIWJINTA C TICOPUA30M, HE3aBUCUMO OT HaJuuus repude-
pUYECKOTO apTpUTa/MaKTUINTa/9HTE3UTa, CIeMyeT paclleHM-
BaThb Kak [IcA.

B T0 xe Bpemsi M30IMpPOBaHHBIN CITOHIVIIAT,/CaKPOUITI-
WT SIBJISICTCS IOCTaTOYHO penkuM BapuaHToM [1cA 1 cocTaBis-
et okoJo 4,8% B cTpyKType 60abHBIX [ICA TI0 MTaHHBIM, TTOJTY-
YEHHBIM Ha POCCUICKOIT KoropTe 60JibHBIX [41, 42]. Kpome To-
ro, MCIIOJb30BaHUe auarHoctuueckux kputepueB CASPAR
JeJlaeT MPaKTUUYEeCKM HEBO3MOXHOI IMOCTAaHOBKY OMarHosa
[IcA B oTcyTcTBUE TIepU(pEpPUIECKOro apTpyuTa Ui JaKTUINTA
[43]. OueBMIHO, YTO U3OJMPOBAHHBIN CTIOHIMINT, YIOBIECTBO-
pstomuit Helo-MOpKCKUM KpUTEPHUSIM, B COUETAHUHU C IICOPU-
azoM mpezcrasisieT coboit AC ¢ mopakeHneM Koxu kak BII.
Kpowme Toro, Xopo1iro u3BeCTHO, UTO MOpakeHNE TO3BOHOYHU -
ka npu [lcA ortnuyaercs ot unuonaruyeckoro AC acuMMer-
PUYIHBIM cakpontuuToM, vaie [—I1 cragum, Hammauem acum-
METPUYHBIX TPYOBIX TTapaBepTeOpaTbHbIX OCCU(MUKATOB, MHO-
r1a B BUIE «pPyYKU KyBIIMHA», pPAHHUM MOpPaXeHUEeM LIeHHOro
oTIea MO3BOHOYHMKA C aHKUJIO30M JYTOOTPOCTYATHIX CyCTa-
BOB. B ciyyae kiaccuueckoro mnopaxeHHs] MO3BOHOUYHHMKA
U KpecTioBo-1oaAB3A0IHBIX cycTaBoB (KIIC), cBoiicTBEeHHOrO
AC, B OTCyTCTBHME TUITMYHBIX TIposiBieHni [IcA (makTuiuTta,
OCTEOJIM3a, OCEBOTO apTpuUTa U T. /I.) TICOpMA3 YMECTHO paclie-
HuBath Kak BI1 B pamkax AC.

[Mopaxenue mo3Bonounuka nmpu B3K, mo nanubM 60516~
ITWHCTBA aBTOPOB, MOXET OBITh HEOTIMIUMBIM OT MIUOTIATH-
yeckoro AC. OnHako M30JUPOBAHHBINA CIIOHIWJIUT, yAOBJIE-
tRopstommii Heto-Mopkeknm kputepusiv, npu B3K Takoke
Habmonaincs Heyacto: B 2—12% cnydaeB [44—46]. [1pu 3ToMm
TOJILKO OKOJIO TIOJIOBUHBI M3 3TUX MaLIMEHTOB ObLin B27-1mo3u-
TUBHBIMM W MMENU TO3IHUE M3MEHEHUS B TO3BOHOUHUKE
B BUJIE CUHIECMOMUTOB, aHKMJI03a TyTOOTPOCTYATHIX CYCTaBOB
[46]. ¥ maLKMeHTOB ¢ TOMUHUPYIOLIUM TSDKEIbIM ITOpakKeHUEM
MO3BOHOYHMKA 0o0jiee ONMpaBIaHHBIM ITPENCTaBISIETCS MOCTa-
BuTh quarHo3 AC, a B3K paccmarpuBarts kak BIT.

O 06uwee yncno

60nbHbIX ¢ BI (n=218)
CoyeTtaHue AByx

u 6onee Bl (n=79; 36%)
CoyeTaHue yBenta

1 NOpaXkeHus cepaua
(n=67)

Coyetanne By 60nbHbix AC (n=218)
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XBI1 nabmonanach y 3 u3 16 mauueHTOB ¢ HEDPUTOM.
¥ Bcex aTuX 6OJIBHBIX ObLTa reMaTypudeckast hopma HepuTa,
xapakrtepHas 1t CITA 1 CBsI3aHHasl, B COOTBETCTBUU C YCTOSIB-
LIIUMUCS TIPEJCTABICHUSIMU, C OTJIOXKEHUEM B ME3aHTUU TIO-
yek IgA. TouHbix naHHbIX O YacTtoTe IgA-HedponaTuu npu AC
u apyrux CnA Het. [ucTtonmoruueckoe mccienoBaHUE MOYEK
npu AC MpOU3BOIUTCSI PEIKO, TOCKOJBKY B OOJBIITMHCTBE
ciayvaeB IgA-Hedpomnarusi orpaHUYMBaETCS MUKPOreMaTypu-
eii 1 yMepeHHO! MPOTEUHYPUE, PEIKO OCIOXHSIETCS Hapy-
meHueM (GYyHKUUM MOYeK WM MPUHIMIIMAIbHOTO BIMSIHUS Ha
TaKTUKY BeeHUS OObHBIX HE OKa3biBaeT. Halvm maimeHTam
¢ Ipu3HaKaMM HepuTa TaKKe He TPOBOAMIIACH THCTOIOTHYE-
ckasi Bepu(UKaAILMS TOYECYHOU MATOJOTUH, IMO3TOMY CYIHUTh
0 XapakTepe TMOBPEXICHUS ITOYeK MOKHO OBIJIO TOJIBKO Ha OC-
HOBaHMHM MOYEBOTO CMHIpPOMa, YPOBHS IgA B KpoBU, TaHHBIX
VY3U, mo3BOJMIOIINX WCKIIOUUTh MOYEKaMEHHYIO 00JIe3Hb
KakK MPUIMHY TeMaTypuu. JloCcTaTOYHO CIOXHBIM BOIIPOCOM
B nuddepeHINaTbHON AUATHOCTUKE MOYEBOTO CHHIpOMa
y 601bHBIX AC SIBJIIETCS] UCKJIIOUEHHE JIEKAPCTBEHHO Hedpo-
natuu, cBazaHHoi ¢ nmpuemoM HIIBII, uyro tpeboBaso Tina-
TeJbHOTO aHAJIM3a aHaMHe3a, MPUBJICUEHUS K BEACHUIO Mally-
eHTOB Hedposiora, yposora. CieayeT OTMETUTh, UTO B 0OJIb-
LIMHCTBE CyyaeB MOYEBOI CMHAPOM KOPPEJIMpPOBaJl ¢ Bocma-
JINTEJIbHOM aKTUBHOCTBIO AC 1 Habmronancs y 60JbHBIX C TS-
XKeJbIM TeueHueM 0ojie3Hu. Takum o0pa3oM, OYeBUIHO, UTO
npuunHoit XBI1 mpu AC MoxeT OBITh He TOJIbKO aMWJIOWI03
MOYeK, HO U npyrue ¢hopMbl HeppornaTuii, B ToM uucie IgA-
aCCOIMUPOBAHHBIN HEDPUT.

Coueranne Heckoibkux BIT 6110 otMeueHo y 79 (36%)
MalMeHTOB; Yallle HabJII01aI0Ch COYeTaHNe yBEUTa 1 TTopaxe-
HUS cepala, 0 YeM COOOIAI0Ch B OMHON U3 MPEeAbIAYIIUX pa-
60T [47]. OcoOBblif MHTEPEC MPEACTABIISIOT MALIMEHThI, KOTOPbIE
umenu oosee aByx BIT 3a nepuosa 6oe3HuU.

Crenyolne KIMHUYECKUE HAOMIONEHUS 1eMOHCTPUPY-
10T «HakorieHue» BI1y ogHoro nauueHra.

boavnoii T., 1970 e.p., natarwdaemcs ¢ OIBHY HUUP
um. B.A. Haconoeoir ¢ 2001 e. U3 anamuesa uzeecmuo, umo
6 17 nem, nocae nepeneceHHoll OU3eHMeEPUU, PA3CUAUC KOHBIOH-
Kmueum, apmpum KOoAeHHO20 Cycmasd, 0601b 6 epyoHoll Kiemke.
bbvin ouaenocmuposan peaxkmusruiii apmpum (PeA), nposodunoce
neuenue HIIBII, 6sodunucy @HympucycmagHo eaioKoKopmuKou-
ovt (I'K). Yepes 2 co0a nocae PeA — yseum npasoeo enasza, komo-
Ppblil 3amem peyudusupogans 3—4 pasa é eod, ¢ noouepeoHbIM no-
paxcenuem enas. B 1991 e. eviserena kamapakma ne60eo enasa,
npou3seedero yoanrenue xpycmanauxa. C 1995 2. (25 aem) — 6oav
60CHANUMENbHORO PUMMA 8 NOSICHUYHOM U 2DYOHOM OMOeAax no-
360HOUHUKA, MA300e0PEHHbIX U NAEUeBbIX CYCMABAX, NPUNYXAHUe
KoneHHbix cycmagos. Ha penmeenoepamme masa Obin 6bis64eH
deéycmoponuii cakpouauum, ycmauoeaen ouaeno3 AC u 6 cesasu
C BbICOKOU KAUHUKO-1A00PAMOPHOU AKMUBHOCMbI) HA3HAYEH
KYpC neveHus npedHu30a0Hom 6 003e 8 mabaemok 6 Cymku npo-
00MIICUMENbHOCbIO 2 MeC ¢ NOCMENeHHbIM CHUMCeHUeM 003bl
u ommenoil. Ha ¢hone neuenus apmpum peepeccuposan, 6046
6 N0360HOUHUKE YMEHbULUAACH, HO NPOO0AIUCANOCH PEUUOUBUPOBA-
Hue yeeuma 0o 4 pas 6 eod. C 2001 no 2003 . npunuman cysvgha-
canasun 2 e 6 cymku 6 covemanuu ¢ HIIBII 6e3 cyuwjecmeenrnoeo
agpexma ¢ omnowenuu yseuma. B 2008 e. bvina npednpunama
HONBIMKA KOHMPOAUPOBAMb MeYeHlUe Y8euma ¢ NOMOULbH Meno-
mpexcama 15 me 6 Hedearo 6 couemanuu ¢ HIIBII. 3a 3 mec ne-
UeHUss MeMompeKCcamom 3nU30008 yeeuma He 0vi10, 00HAKO NOsl-
BUAUCH oAU 8 Jicusome, JHCUOKULL cmya 00 4 pa3 é derbv, nepuodu-
YecKu ¢ npumecsio Kkposu, nodsemvt memnepamyput 0o 38 °C. Ilpu
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KOMOHOCKONUU Haba00anace KapmuHa A36eHHO20 KOAUMA, HA-
3HaueH caroanvk no 3 e 8 Cymu, Ymo nNpueeso K YAy4uleHuo
xuueunoi cumnmomamuru. C 2010 e. 3nu300068 akmueHozo yee-
uma He Haba100AN0Ch, 0OHAKO CHOPMUPOBANACH OCAOICHEHHAS
Kamapakma npasoeo enasa, npu agarxuu neeoeo erasa. Coxpans-
AUCH NOCMOSAHHbIE BbIPAdCEHHblE 00U 8 2PYOHOM U UWlelHOM omde-
AaX NO360HOMHUKA, CYCMABAX nepedHeli epyOHOil CMeHKU, nepuo-
duuecku pasgueancs apmpum MeaKux cycmagos Cmon, KOAeHHbIX
cycmagos, sHme3umsl 8 004acmu NAMO4HbIX Kocmeil Ha (hoHe no-
cmosinHoeo npuema HITBII.

IIpu eocnumanuzavuu ¢ OI6HY HUHUP um. B.A. Hacono-
601 6 2013 e. 6b1964510Cb 0O2pAHUUEHUE NOOBUICHOCMU 8CeX omde-
08 NO360HOMHUKA, ApMpUm npagoeo KoaeHHo2o cycmasa, 11
u 1V npokcumanbHbix Mexcharaneoebix cycmagos Aegoil Kucmu,
bone3HeHHOCMY 8 00acmuU Ae60ll NAMKU U AXUAL08A CYXONCUAUS.
BASDAI — 6,4, BASFI — 6,6, ASDAS-CPE — 6,0 me/a. [layuenm
nepemeujancs ¢ NOCMopOHHei NOMOWbIO U3-3d BbIPAICEHHO20 CHU-
acenust 3penus. Ilpu ocmompe ommeueHvl usMeHeHUs: OMOENbHbIX
Hoemell kKucmell 6 gude OUCXPOMUU, HANEPCMKOOOPA3HbIX 80A6-
AeHUll, nelikonuxuu. B anaauzax kposu ommeuanocy ygeaue-
nue CO3 do 45 mm/u no Ilanuenkogy, C-peakmusHulii 6e10K —
185 me/n, kpeamumun — 125 mxmonv/n, evisieren HLA-B27.
B anaauze mouu ommeuansace He3HAUUMENbHAS NPOMEUHYDUS
(0,033%), spumpouumypusi 8— 10 ¢ noae 3penus. Ilpoba Pebepea
NOKA3a/a HOPMANbHbIE 3HAYEHUS CKOPOCMU KAY00UK060U (hunbm-
pauuu u Kanaivuyesoi peabcopoyuu (83,6 ma/mun u 98,6% coom-
semcmeenno). Cymounas npomeunypus cocmaguia 0,06%o.
DyukyuoHarbHas npoba novex (no SUMHUUKOMY) namosouu He
sviasuna. Ilpu eucmonoeuteckom uccaedo8anu NOOKONCHOU dicu-
DPOBOIl KAemuamKuy OmAONCeHUll amuaouda He 0OHAPYICEHO.
Ha penmeenoepamme maza: 08yCMOPOHHUL CAKPOULUUM
L1V cmaduu, cumepuzum, cysicenue ujeau 16020 mazobeopeH-
HO20 cycmasa, ocmeogumbl Ha Kpasx 6epmAayiCcHbIX énaou. Jep-
MaAmMon02om OuazHoCmuposar ncopuas Hoemeil. Ogpmansmonoeom
KOHCMAamupo8ambl yeeum 000ux 21a3 ¢ cmaouu pemuccuul, 0CA0MHC-
HEHHAs KamapaKkma npasoeo 21a3a, agaxus 1eoeo 21asd.

B cea3u co cmoiikoil 6bicoOK0ll 60cnarumenvHoil aKkmue-
HOCMbI, HEe0OCMAamo4YHOU 3PHeKMmUEHOCMbIO CIMAHOAPMHOLL
mepanuu nayuewmy O0blia UHULUUPOBAHA Mepanus UHPAUKCU-
mabom 6 0o3e 5 me/Ke, umo npueeno K Kynuposamuio nepuge-
pUMECK020 apmpuma u KOKCUma, yMeHbUueHuo 60au 6 cnume.
Yepes noneoda nocnre nHauana nevenus Oblaa npoussedeHa one-
payus no UMHAGHMAYUU UCKYCCMBEHHOU ONMU4eCcKoil AUH3bL
npasoeo enasa.

Takum o6pa3oMm, y nalueHTa ¢ 1octoBepHbiM AC, momu-
MO BOCTIAJICHUSI TTO3BOHOYHMKA U CYCTABOB, UMEJIOCH TSKEIOe
MOpaXXeHHUE IJ1a3 ¢ MoTepeit 3peHusl, a TakKe MPU3HAKM BOBJIe-
YeHMsI B MATOJIOTMYECKUIi MPOLIECC KUIIEYHUKA, TTOYeK, Iepu-
BaTOB KOXU.

Ilayuenmra K., 1967 2.p., 6oavna ¢ 2000 e. (33 eoda). Ha-
uano bonesHu — ¢ npasocmoporreeo upudoyuxauma. C smoeo ice
épemenu — nepuoduueckue snu300bt ouapeu. 4epes 200 nocne yge-
uma — 6046 U CKOBAHHOCMb 8 NOACHUMHOM Omoene NO360HOHHUKA,
3amem — 60/1b 6 GblUIEAEIHCAUUX OMOEAAX NOZ6OHOUHUKA, NPUHU-
mana HIIBII 6 meuenue 3 mec. B 2002 e. — 6H0o6b duapes do
5—6 pas 6 cymku, ¢ nogviuenuem memnepamypol. Ilpu o6caedo-
6aHUU (KONOHOCKONUS C eUCmonocu4ecKum noomaeepicoenuem)
0bL1 QUACHOCMUPOBAH SI36€HHbILL KOAUM, HA3HAYEH MeCanasur 3 &
6 CYmKU, YUMo Npueso K PeMUCCUU KUueuHol CUMNMOMAMUKU;
¢ 2005 2. obocmpenuii s36eHH020 Koauma He Oviro. C 2003 e. —
yeunenue 60au 8 n0360HoUHUKe, eviaenen HLA-B27, penmeerono-
euvecku — 0eycmoponruil cakpouauum Il cmaouu, edunuunvie
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cuHdecMopumot 8 NOACHUYHOM omoene NO360HOUHUKA, NOCMABACH
duaenoz AC. B nocaedyroujue 2006l exncec00HO ommeuanoch 06a-
mpu 060cmpenus yeeuma, apmpum 2pyOUHO-KAUUYHbIX, KOACH-
HbIX, eoneHocmonubix cycmasos. [lpunumana HIIBII, cyavghaca-
Aa3uH 2 2 8 CYMKU.

Ilpu eocnumanuzayuu 6 @I6HY HUUP um. B.A. Hacono-
6oti 6 2012 e. eviasasnca ulelino-epyoHoll Kugo3, oepanu4eHue
noodeudxcnocmu ecex omoenos noseonounura. Ilopaxcenus nepu-
epuueckux cycmasos He ObL10. Kiunuveckuii u 6uoxumueckuil
AHAAU3bL KPOBU U MOUU OMKAOHEHUL OM HOPMbl HE BbISIGUAU, YPO-
eenv C-peakmuesHoeo beaxa — 10,4 me/n.

Ilpu penmeenoepaghuu masza u NO360HOMHUKA BbISAGACHDL
deycmoponnuil cakpouauum 1V cmaduu, mHoxscecmeentble cum-
MempuuHble CUHOCCMOPUMbL 6 NOACHUYHOM U WEUHOM 0mOeNax
NO360HOYHUKA.

Ilpu Ix0KI onpedensinoce yniomuenue u ymoaujeHue npa-
601l KOPOHAPHOL CMBOPKU A0PMANbHO20 KAANAHA.

Ogpmanomonoeom OuazHOCMUpPOBaH peyudusupyouuil yge-
um oboux enaz 6 cmaduu 000cmpeHus Cnpasa.

[layuenmke Hasnaueno newenue cyavgacarasunom 2 e,
HIIBII, adasrumymabom 40 me nookoscro 1 pas é 2 ned, umo npu-
610 K CMOUKOL pemuccul yeeuma, yMeHbeHuo 004U 6 no3eo-
HOUHUKE U CKOGAHHOCMU, YAVHULEHUIO NOOBUICHOCMU U OCAHKU.

Y naHHO# mauueHTKW 3abosieBaHue, Ne0I0TUPOBaBIlICE
C yBeWTa, B NAJbHEWIIIEM DPeaTn30BaJoCh B BHUIE MYJIBTHCH-
CTEMHOTO BOCTIAJICHUSI C BOBJIEYEHNEM MTO3BOHOUYHMKA, CYyCTa-
BOB, IJ1a3, KMIIEYHUKA, a0pTaJibHOro kianaHa. HecMotps Ha
npucytctBue B3K, kapTrHa nopaxeHusi TO3BOHOYHUKA HECO-
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