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Ileav uccredosanuss — cpasHenue uacmomol Kaunuveckux nposenenull bonesnu bexuema (bb) y 60abHbIX pasHoeo noaa 8 poccuiickoil Koeopme.
IHayuenmot u memoodwvr. O6credosano 425 nayuenmos ¢ docmogeprvim duaenozom bb: 285 myxcuun u 140 scenujun, cpednuii 6o3pacm —
33,2%10,2 200a, meduarna onumenvrocmu bb — 134,3 [60,0; 192,0] mec (okono 11 aem). 208 (48,9%) nauuenmoes 16454uct SMHUMECKUMU
acumensmu Ceseproeo Kaskaza. Axkmusnocms bb ouenusanu no undexcy BDCAF (Behcet Disease Current Activity Form), maxcecmos bb —
no Ch. Zouboulis.

Peszyavmamot u oocyncoenue. Y myncuun ¢ bb 6 poccuiickoil koeopme 00cmo8epHo vlue OblAU AKMUBHOCMb, CHeNneHb maxcecmu 3a001e6a-
Hus u yauje eviseasacs HLA-B5(51)-anmueen. Ilpocaescena accouyuayus myxucckoeo noaa ¢ mpomoo3amu eny00Kux 6eH U CUHYCO8 20A08HO-
20 M032a, nopadceHueMm 2nas, Kodcu (ncegoonycmynes u nceg0o@OINUKYAUN), A36aAMU 2eHUMANULL, NON0ICUMENbHbIM MeCmoM namepeuu.
[Tonyuernnbie danHble cOAACYIOMCS € Pe3YALMAMAMU UCCA008AHULL OPY2UX KO20PM NAUUEHIMO8 — UPAHCKOU, HeMeUKOll, mypeyKoil, 8 Komo-
DbIX Y MYICHUH Yaue 8blsI8ASAUCH HOPACEHUe COCYO08, KONUCU U 2Ad3.

Bbieoovt. B poccuiickoil koecopme nayueHmos Myscckoil oA accouuupyemcs ¢ 8blcokoll akmugHocmvto bb, msoiceavimu opeanHvimu nopa-
aceHusmMu u nosumugHocmuto no HLA-B5(51)-anmueeny, umo seasiemcs 0CHO8aHUeM 0451 HAZHAUEHUS UMMYHOCYRPECCUBHOL Mepanuu Myic-
uyynam ¢ bb na pannux cmadusx 60a1e3HU.
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Objective: to compare the frequency of clinical manifestations of Behcet's disease (BD) in patients of both sexes in a Russian cohort.

Patients and methods. Examinations were made in 425 patients (285 men and 140 women; mean age, 33.2+10.2 years; median duration of
BD, 134.3 [60.0; 192.0] months (about 11 years) with a reliable diagnosis of the disease. 208 (48.9%) patients were ethnic residents of the
North Caucasus. The activity of BD was assessed using the BD Current Activity Form; the disease severity was evaluated according to the clas-
sification proposed by Ch. Zouboulis.

Results and discussion. In men with BD in the Russian cohort, the activity and severity of the disease were significantly higher and the HLA-B5(51)-
antigen was more common. There was an association of male sex with thromboses in the deep cerebral veins and cerebral sinuses, damage to the eyes
and skin (pseudopustulosis and pseudofolliculitis), genital ulcers, and a positive pathergy test. The findings are consistent with the results of studies of
other patient cohorts: Iranian, German, Turkish ones, in which the men were more frequently detected to have damage to the vessels, skin and eyes.
Conclusion. In the Russian patient cohort, the male sex is associated with high BD activity, severe organ damages, and HLA-B5(51)-antigen
positivity, which is the basis for prescribing immunosuppressive therapy in men with early-stage BD.
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Bbonesnb bexuera (Bb) — crcTeMHBIIT BACKYIUT HEM3BECTHOM
STUOJIOTUH, XapaKTePU3UPYETCsl peLIIMBAMU SI3BEHHOTO MPOLeC-
ca B pOTOBOU TOJIOCTY M HA TEHUTAJIUSIX, TOPAKEHUEM I71a3, Cyc-
TaBOB, XeaynouHo-kuiedyHoro tpakra (KKT), meHTpanbHOi
HepsHoti cucteMsl (LIHC), cocynoB u npyrux opranos [1]. B 2012
I. P TIepecMOTpe HOMEHKJIAaTyphl BacKynmutoB bb Obua kimaccu-
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(unmpoBaHa Kak BACKYJIUT, TP KOTOPOM TOPAXKAKOTCSI COCY/IbI
moboro tuna u Kanuopa [2]. JuarHo3 bb 6Ga3zupyetcst cyrydo Ha
COBOKYITHOCTY KJIMHMYECKUX CHUMIITOMOB, TaK KakK KaKhe-I1ubo
crienrduueckue Ja00paTOpHbIe MPU3HAKU OTCYTCTBYIOT.
Cuauraetcst, 9to BB cTpagaioT mpenmyIiecTBeHHO MOJIO/IbIE
MYXXUYUHBI, MEXIy 2-if U 4-ii nekagaMu Xu3Hu. [1o maHHBIM
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Ch. Zouboulis [3], cpenHuii Bo3pacT Mai@eHTOB Ha MOMEHT Ha-
yajna bb B ctpanax BocrouHoit A3uu coctasist 31,7 roma, B
apabckux crpaHax — 26 jet, B Typuun — 25,6 rona, B M3panie —
19,9 roma, B EBpore — 25,9 rona, B CLLIA — 28,3 rona.

OnucaHbl ciiyyan 0oJiee paHHETO (4epe3 HeCKOJIbKO MeCsI-
LIEB TIOCTIe POXKIEHUS) WU MTO3AHETOo (BIJIOTh A0 72 JIET) Havaia
3abosieBaHusl. U3BeCTHBI U 10BeHWIbHbIC (hopMbl BB, T. €. y nuig
mosoxe 16 netr. Harmpumep, Bo ®@paHIiMmM YacToTa 3TOTO BapH-
aHrta bb cocrasnser 0,17 Ha 100 Tbic. HaceneHus [1].

Pacnipenenenuie bb B 3aBUCMMOCTU OT T10J1a KOJIEOJIETCS B
pa3HbIX pernoHax. COOTHOIIEHNE MYXYMH 1 KEHIIIUH Bapby-
pyercsi ot 2:1 1o 10:1 B cTpaHax, yepe3 KOTopbie mpoxoaui Be-
JIMKUI 11IeJIKOBBIN MyTh, TOrAa Kak B 3anaaHoil EBporne, B ya-
crHoctu B [epmanuu, u B CLLIA TeHIeHIIMSI B OTHOLLIEHUHU MO~
JIOBOW TIpenpacrnoyioxXeHHocTu obpatHas [4]. [IpeobnanaHue
MYXUYMH cpeau OonbHbiXx Bb Habmomaercss B Typuuu, Ha
Cpennem Bocrtoke, B Mpane, Kyseiite [4, 5]. B psane cTpan
(Anonus, Kopest) noctoBepHo Bbile yactora bb y xkeHIuH,
MpHUYeM y HUX 3a00JieBaHIEe NMeeT 0oJjiee MSITKoe TeueHue [6].
B Gonbioii koropte kopelickux namueHToB (n=1901) coot-
HOILIEHUE MYXXYMH U XKeHIIUH 06110 paBHO 0,61:1. V G0IbHBIX
MYCKOTO TI0JIa C TUIOXMM ITPOTHO30M BCJEACTBHME TSIKEITBIX
oprannbix nopaxeHuit (2KKT, IIHC, cocynoB) nedioT 3abose-
BaHUs HaOJoaaacs B 6ojiee MOJTOIOM BO3pacTe, YeM Y JKEH-
wuH (p<0,05) [7].

B 2012 r. Ha GonblIoil MpaHCKOU Koropte OosibHBIX Bb
(n=6702) ObUTK MTPOAEMOHCTPUPOBAHBI TIPEOOIATAHUE MYKCKO-
O TI0JIa ¥ €TO aCCOIMAIIMS C TTOPAaXKEHUEM COCYIOB BEHO3HOTO 1
aprepuanbHoro pycina [8]. [To nanHbIM TypeLkux aBToposB (9], y
myxkuuH ¢ BB uyacTtora oboCTpeHUil SI3BEHHOrO0 CTOMAaTUTa B
nepBbIe TOJbl 00JE3HU MOXET ObITh MPEAUKTOPOM ee OoJiee TS -
JKEJIOTO TeUCHMSI.

Takum 006pa3om, pe3yibTaThl UCCIEAOBAHUI YKA3bIBAIOT Ha
reHaepHbIe pa3auaust Ipu bb B pasHBIX cTpaHaxX ¥ acCoLMAIIIO
MnoJjia MalyeHTa ¢ OMpeAeJeHHBIM KIMHUYECKUM (DEHOTHUIIOM,
YTO TMOCIYXWJIO OCHOBAaHMEM JIJIS1 TIOSIBIICHUSI TEPMUHA «aHIPO-
Tpornusm» nipu bb.

BonbmmHcTBO MccienoBaTeseil CYMTAIOT, YTO Y MY>KIMH 3a-
0oJieBaHUE B 1IEJIOM MPOTEKAET TsIKesee, YeM y KEHIIUH, 0CO-
OCHHO 3TO KacaeTcs MOPaKeHUS TJ1a3 M TaKUX CEPbe3HBIX MPO-
spineHnii bb, Kak maTonorus Jerkux u cocynon [4].

VY Monoabix MyxKunH, xuteseit CpenHero u JlaasHero Boc-
ToKa, fAAnoHuu, ctpaH Cpeau3eMHOMODbs, OTMevaeTcsi Oosee
arpeccuBHOe M Tspkenoe TedeHue BB, yeM y MyX4uH Toro ke
BO3pacTa B 3ananHoil nonyasuuu u adbpukanues [10—13].

Wccnenosatenu u3 TyHrca yCTaHOBUIIU, UTO JIJISI MY>KIMH C
bb xapakTepHbl BbICOKAs aKTUBHOCTb 00JI€3HU U BBICOKUI PUCK
notepu 3peHus [14].

Bnusinue nona Ha deHoTHN 3a00J1eBaHUST 00CYKIAI0Ch U
Ha HelaBHO Tpolueaiieit 18-it MexnyHapoaHoi KoHpepeHIun
o 6ojyie3un bexuera (2018 1.). B HECKOIBKHX COOOIIEHUSIX ObI-
Jla TIoKa3aHa accoluanus Tsekeabix ¢hopm BB ¢ Myxkckum mo-
oM. Tak, M. Kechida u coaBr. [ 14] mpu n3ydeHUU OOIBIION KO-
TOPTHI TYHUCCKUX 0OJBHBIX (195 MyX4uuH 1 86 XEHIIMH) ycTa-
HOBUJIM, YTO MYXXUYMHBI ¢ BB CKIIOHBI K pa3BUTHIO CEPbE3HBIX
MPOSIBJICHU I, TAKMX KaK TJIa3Hasi M cocynucTas naronorus. Kak
CBUIETEICTBYET aHAJIN3 TAHHBIX SITTOHCKOW HAIIMOHAIBHOM 6a-
3bl 10 BB (2651 MyxunHa u 3976 XeHIIUH), KIMHUYECKUN (de-
Hotun BB 3aBucut ot mona u Bo3pacra [6, 15].

MoxHO caenaTh BBIBOJ, UTO FeHAEPHbIC pa3anyus npu bb
MPOCJEXKUBAIOTCS B Pa3HBIX pErMOHAX MUpa.
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ens uccrienoBaHuss — CpaBHEHME YacTOThl KJIMHWYECKUX
nposiBieHuit bb y 601bHBIX pa3HOTO MoJ1a B POCCUICKOI KOTOpTE.

IMaumenTs! u MeTombl. B niccienoBanme BKitoueHo 425 ma-
eHToB ¢ bb (285 myxunH u 140 XeHIMH), HaOII0IaBIIMXCST
B HUUP um. B.A. Haconosoii ¢ 1990 o 2017 r., cpeaHuii Bo3-
pact — 33,2+10,2 roga, menuaHa aiaurteabHoctu bb — 1343
[60,0; 192,0] mec (okomo 11 jer). Bce manmeHTbl COOTBETCTBO-
BaJIM KJIACCU(DUKAIIMOHHBIM KpUTepUsM MeXIyHapoIHOM
rpymbl o uzydeHuto bb (ISGBD) 1990 . [16] u MexayHapo-
HbIM KpuTepusim bb (ICBD) 2014 1. [17]. AktuBHocTh Bb o11e-
nuBanack o uaaekcy BDCAF (Behcet Disease Current Activity
Form), tsxects — mo Ch. Zouboulis [18]. TunupoBaHue aHTU-
reHoB HLA (human leucocyte antigens) I kiacca mpoBeaeHO
CTaHIAPTHBIM MUKPOJTUMGOIIUTOTOKCUIECKUM METOJIOM C MC-
MoJb30BaHUEM Habopa aHTUIEUKOIMTAPHBIX CBIBOPOTOK
(Cankr-IletepOypr, «[icaHc»). Bce mammeHTH TIpU MOmO3pe-
HUU Ha MOpaXkeHWe COOTBETCTBYIOIIETO OpraHa ObLIM OCMOTpE-
HbI 0(PTAJIbBMOJIOTOM, HEBPOJIOIOM, racTpo3aHTeposoroM. Ilepu-
(epuyeckoe cocyaucroe nopaxkeHue Bepu(GULIMPOBAIN C TO-
MOIIIbI0O KOMITPECCMOHHOTO YJIBTPa3ByKOBOTO MYIIEKCHOTO aH-
TMOCKAaHWPOBAHUS COCYIOB; HATMYNE TPOMOO3a WM aHEBPU3-
MBI COCYIOB JIETKMX WM OPIOIIHOI TOJOCTH ITOATBEpPKIAIN
JNIAHHBIMU MYJIbTUCTIMpaibHOI KomIboTepHoit (KT) wim mar-
HUTHO-pe3oHaHcHoM (MPT) ToMorpaduu ¢ KOHTpaCTHBIM YCH-
nenuem. [lpu nomo3penuun Ha nopaxeHue LIHC BeimomHsuiu
MPT ¢ KOHTpacTHBIM YCHJICHUEM W MarHUTHO-PE30HAHCHYIO
BeHoTpaduio. D30(aroracTpoayoacHOCKOMNI0/KOJOHOCKOIHUIO
MPOBOIWIIM 7151 moaTBepxKaeHus BopaeueHus: 2KKT.

J171s1 cTaTucTUeCcKOi 00paboTKU MaTeprasia UCTIOJIb30BaIN
METOAbI MapaMeTPUYECKON 1 HermapaMeTpUUeCKO CTaTUCTUKU
nporpamm Statistica 8.0. PesynbraThl IpeacTaBieHbl B BHIE
M=SD (rne M — cpeaHee apudmerrueckoe, a SD — craHgapT-
HOE OTKJIOHEHUE CPEIHETO IO TPYIINE), a TAaKKe B BUIC Meaua-
HbI (Me) ¢ MHTepKBapTUILHBIM pa3MaxoM |25-ii; 75-ii mepleH-
tunu]. Ilpu cpaBHEHMM CpeaHMX IO TpyIIaM MCIOJb30BaIN
NUCTIEPCUOHHBIN aHaIu3, YYWUThIBas pa3Mepbl CPaBHUBAEMbIX
IPYNI U XapakTep pacrhpeneeHus UCCAenyeMOoro rnokasaress.
B coMHUTENBHBIX CITydasiX, KOT/Ia B CWITy YKa3aHHBIX BBIIIE TTPU-
YUH MPUMEHEHNE METONOB ITapaMeTPUIECKOM CTATUCTUKI MOT-
JIO OBITh HEKOPPEKTHBIM, TTPOBOIMIN CPAaBHEHUST MEXKIY TPYIT-
MaMu ¢ MOMOILbIO aHAJIOTUYHBIX HeMapaMeTPUIECKUX METOIOB
C MCIIOJIb30BaHUeM Kputepuss ManHa—YutHu. s onpenene-
HMSI TOCTOBEPHOCTH PA3JINYUS YACTOT MPUMEHSIIIU KPUTEPUIA
(wrst Tabmir 2x2 — B ToYHOM pemneHun Puiiepa). Pazmuaus
cuurtanu goctoBepHbiMu pu p<0,05.

Pe3yasrarbl. COOTHOIICHUE MYKYWUH 1 KEHIIIUH COCTaBU-
70 2,04:1,0. BeisiBneno mpeoGaaganue MyxunH ¢ bb, 6oib-
IIUHCTBO M3 KOTOPBIX SIBJISTUCH STHUUECKUMU XKuTeasiMu Ce-
BepHoro Kapka3za (1a6. 1). ¥ My>XUuH JOCTOBEPHO BbIlIE ObI-
JIM aKTMBHOCTb M cTeleHb Tskectu BB, game wumencs
HLA-B5(51).

B Ta6x. 2 npeacraBieHbl KOXXHO-CM3UCThIe M KK T-11po-
sBiaeHust bb 1 ux cBsI3b ¢ MoJioM ManueHToB. Paznmmuuii Mmexmy
MY>XYMHaMU U XXEHIIIMHAMU1 BO BCTpe4aeMOCTH ahTO3HOTO CTO-
Martuta, nopaxeHuit 2KKT u Takux KOXHBIX MPOSIBAEHUH, KaK
y3JI0BaTasi 3puTeMa M HeKPOTU3UPYIOIIHIA BACKYJIUT, HE OTMEUe-
HO. Y MYXUYUH 3HaYMMO Yallle HaOII0JaIUCh SI3Bbl TEHUTAINI,
TICeBIOMOUTMKYIINT, TICEBIOMYCTYJIE3 KOXU U MOJOXKUTEIbHBIN
TECT MaTePTUu.

IMopaxenue rna3 y myxxuud ¢ bb Bctpewanocs B 1,3 pasa
yaie, 4eM y XeHIuH (tadu. 3). M y MyXuuH, U y KSHIIUH
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Tabnuua 1.
XapakTepHcTHKa

CpenHuii Bo3pacT, roasl, M=SD
CpenHuii Bo3pact Hayasia bb, roabt
HmurensHocTh BB, Mec, Me [25; 75]

DTHUYECKast PUHAUIEKHOCTD, N (%):
ypoxenirsl CeBepHoro KaBkasza
JlarecTaHLbl
YEUEHIIbI
OCETUHBI
YPOKEHIIB 3aKaBKa3bst
apMsiHe
azepOaitIKaHITbl
TPY3UHbI
pycckue
ypoxeH1bl CpeaHeit A3uu

npyrue (TaTapbl, OAIIKUPHI, SIKYThI, OYpPSITHI, YKPAWHIIBI, Taray3sl, MoigaBane) 29 (10)

BDCAE M*SD

Crenens Tsoxkect BB, n (%):
HU3Kast
CpeqHSIS
TSDKeJast

HLA-B5(51) +, n (%)

MCCNEANOBAHMKA

Kaunuko-demoepaguueckas xapakmepucmuka nayueimoé ¢ bb

Myxunnsl (n1=285) 2Kenmmnst (n=140) OP (95% AN); p
32,5+9,72 34,9+10,8 H/3
21,249,71 22,8+11,5 H/3

96,0 [60,0; 192,0]  108,0 [60,0; 216,0] H/3

159 (56) 49 (35) 1,31 (0,86; 2,00); <0,001
117 (41) 38 (27) 1,21 (0,78; 1,88); 0,003
31(11) 11 (8) H/3
11 (4) 0 0,011
60 (21) 30 (22) H/3
34.(12) 22 (16) H/3
26 (9) 4(3) 1,32 (0,45; 3,86); 0,011
0 4(3) H/3
26 (9) 42 (30) 0,5 (0,3; 0,9); <0,001
11 (4) 6 (4) H/3
13 (9) H/3
3,71£2,02 2,64+1,45 0,0002
48 (17) 57 (41) 0,61 (0,39 — 0,97); <0,001
29 (10) 14 (10) H/3
208 (73) 69 (49) 1,44 (0,94 — 2,20); <0,001

129 u3 193 (67) 52u3 101 (51,5) 1,26 (0,77—2,06); 0,007

Ilpumenanue. 3nech u B 1a011. 2—6: OP — oTHOCHTEIBHBIN pUCK; IV — MOBEpUTEIbHBII HHTEPBAT; H/3 — pa3inuus HE3HAYUMBI.
|

JIMAarHOCTUPOBAJICS MPEUMYILECTBEHHO 3aAHUI U TeHepaInu3o-
BaHHBIN yBeuT. [lepenHuii yBeut ObL1 BbIsABIEH Bcero y 1,4%
OOJILHBIX, TIPUUYEM TOJIBKO Y XXKEHIIMH. PeruauBupyioiiee Tede-
HUE yBeuTa y MyXXUYMH HaOmonaioch B 1,5 pasza yaiie, yem y
SKEHIIMH (COOTBeTCTBEHHO B 93 1 81% cityuaes; p=0,003). Yac-
TOTa OCJIOXHEHUI yBeUTa y MYXYUH W XEHIIUH B OCHOBHOM
Obla COMOCTaBMMa, HO 3aJHME CUHEXUU Yallle BCTpeyaauch y
xeHmuH (8 u 17%; p=0,019), a onTu4yecKuii HEBPUT — Y MyXK-
yiH (cootBeTcTBeHHO 23 11 0%; p<0,001). [TaieHTOB ¢ MOJHOIM
notepeit 3peHus1 ObLIO JOCTOBEPHO OOJIbILIE CPenn MYXYUH (9 1
2,5% coorBerctBeHHO; p=0,04).

Paznuyuii B yacTore nmapeHxumaTo3Horo nopaxenus LITHC
y MY>XYUH U XeHIIMH ¢ bb He yctaHoBeHO (Tab. 4). Bmecte ¢
TeM HeMapeHXMMaTO3HOe NMOPakeHUe, B YaCTHOCTU TPOMOO3 Be-
HO3HBIX CUHYCOB IFOJIOBHOTO MO3ra, JIOCTOBEPHO Yallle TUarHo-
CTHUPOBAJIOCH Y MyX4MH (coorBeTcTBeHHO 9 1 3%; p=0,015).

Cocynuctoie nposBieHus bb mpencrabineHsl B Tabi. 5, U3
KOTOPOU BUAHO, YTO MOPaXK€HUE COCYI0B JII00O0I JIOKaIU3aluu

Tabnuua 2.
Kinnuyeckue nposiBlieHust Myxuntbl (n=285)
A®dTO3HBII CTOMATUT 279 (97,8)
SA3BBI reHUTATUI 222 (77,9)
TTopaxeHue KOXu:
BCEro 254 (89,0)
TCEeBIOMOITUKYIUT 151 (53,0)
TICEeBIOMYCTYJIE3 63 (22,0)
y3J10Baras apuTemMa 120 (42,0)
HEKPOTU3UPYIOIIMI BACKYJIUT 3 (1,0)
Tect marepruu + 113 (39,6)
TMopaxenue 2KKT 45 (15,8)

BCcTpeuasioch B 1,34 pasza yalie y My>XKUMH, 4eM Yy >KeHIIUH (27 u
11% cootBetcTBeHHO; p<0,001). YacToTa BEeHO3HBIX TPOMOO30B
y My>XurH ¢ bb Obu1a 10CTOBEpHO BBILIIE, YEM Y KEHIIMH (COOT-
BercTBeHHO 25 u 8%; p<0,001), mpeMMyIIECTBEHHO 3a CYeT
TpoM06030B riydokux BeH (15 u 2%; p<0,001).

Oocyxnenne. CBA3b MYKCKOTO IoJ1a ¢ 00Jiee TSKETbIM Te-
yenueM bb mmpoko obcyxnmaercss B nauteparype. IlpuunHb
JMaHHOTO (DeHOMeHa He BBISICHEHBI, B OCHOBHOM IHCKYTHPYIOT-
CsT POJIb MY>KCKUX TTOJIOBBIX TODMOHOB ¥ X BIVSTHUE Ha UMMYH-
HBIIE oTBeT [19], a Takxke mo3uTuBHOCTH 1Mo HLA-B5(51)
[20—23]. Paznuuus KIMHUYECKUX MposBieHni bb y My>xuuH n
JKEHIIUH CBSI3aHbl U C STHUYECKOU MpUHAaIeXXHOCThIo. MeTa-
aHanu3 49 paHIOMU3MPOBAHHBIX KOHTPOJIUPYEMbIX UCCIIEA0BA-
HUI, MPOBEACHHBIX B pa3HbIX CTpaHax [24], mokasasl J0CTOBEP-
HYIO acCOIMAlMI0 MYXXCKOTO Tojla C TaKUMU KIMHUYECKUMU
niposieiienusimu BB, kak BeHo3HbIe TpoM603bl (OP 2,27), opa-
xenue a3 (OP 1,34), ncenodomukyaut (OP 1,26) u niceBno-
nyctyne3 (OP 1,25) Koxu, TMOJOXUTENbHBIN TECT MaTepruu

Yacmoma kaunuveckux nposeasenuti y nayuenmoe ¢ bb, n (%)

Kenmunsr (n=140) OP (95% AN); p

138 (98,6) H/3

94 (67,1) 1,2 (0,77—1,90); 0,012
99 (71,0) 1,67 (0,99—2,81); <0,001
29 (21,0) 1,53 (0,96—2,45); <0,001
22 (16,0) H/3

55 (39,0) H/3

0 H/3

34 (24,3) 1,24 (0,78—1,95); 0,001
26 (18,6) H/3

Cospemennas peemamonoeus. 2019;13(2):84—89



COBPEMEHHAA PEBMATONOTIWA N2°19

OPUTHUHANDHEBIE

HWCCNEROBAHHKA

Tabnuna 3. Trasnwan namonoeusn y nayuenmos ¢ bb, n (%)
XapakTepucTuKa My:xkunnbl (n=285) Kenuunsl (n=140) OP (95% 1N); p
ITopaxeHue ria3 211 (74,0) 80 (57,0) 1,31 (0,86—2,01); 0,0003
B mom uucne:

JIBYCTOPOHHEE 154 (73,0) 71 (89,0) 0,79 (0,37—1,69); 0,002
Jlokanuzanus yBeura:

TnepeaHuit 0 4(5,0) 0,005

3aIHMIA 71 (34,0) 26 (32,0) H/3

TeHepaIn30BaHHBI 140 (66,0) 50 (63,0) H/3
TeueHue yBeura:

ocTpoe 6 (3,0) 6 (8,0) H/3

PpeLUANBUPYIOLIEee 197 (93,0) 65 (81,0) 1,56 (0,71-3,99); 0,003

XPOHUYECKOE 8 (4,0) 9 (11,0) 0,63 (0,24—1,71); 0,019
OcCJIOXHEHUS yBewTa:

3aHIe CUHEXUU 17 (8,0) 14 (17,0) 0,73 (0,34 — 1,57); 0,019

TUTIOTTOH 14 (7,0) 3 (4,0) H/3

BTOpUYHAs IJIayKoMa 13 (6,0) 2 (2,5) H/3

KaTapakTa 84 (40,0) 29 (36,0) H/3

NECTPYKIIMSI CTEKJIOBUIHOTO TeJia 108 (51,0) 39 (49,0) H/3

arpodus 3pUTETHLHOrO HEpBa 38 (18,0) 13 (16,0) H/3

reMOpparuy Ha CeT4aTKe 6 (3,0) 3 (4,0) H/3

TpoMOO03 LIEHTPAJIbHOI BEHBI CETYATKH 2 (1,0) 0 H/3

OINTUYECKUIT HEBPUT 23 (11,0) 0 0,0004

OcTporta 3peHus:

ciaboBumsme(0,06—0,2) 44 (21,0) 10 (13,0) H/3

crenbie(<0,05) 19 (9,0) 2 (2,5) 1,27 (0,29-5,59); 0,04

Tabnuna 4.

Kimanyeckue nposiBlieHust Myxunnbl (n=285)

TMopaxenue [IHC 77 (27,0)
TTapenxumatoszHoe nopaxkeHue LTHC 48 (17,0)
B mom uucne:

OCTPBI/TIOAOCTPBI MEHUHIooHLIedamur 25 (9,0)
XPOHUYECKUIT MEHUHTO3HIIe(haTuT 23 (8,0)
HenapenxumatoszHoe nopaxkenue LTHC 28 (10,0)

B mom uucane:
TPOMOO3 BEHO3HBIX CUHYCOB 25 (9,0)
TOJIOBHOTO MO3ra
MEHUHTUT 3 (1,0)

ITopancenue I[THC y nayueumoe ¢ bE, n (%)

Kenmmnbr (n=140) OP (95% AN); p

31 (22,0) H/3
22 (16,0) H/s
14 (10,0) H/s3
8 (6,0) H/3
8 (6,0) H/3
4 (3,0) 1,31 (0,45—3,85); 0,015

4(3,0) H/3

Tabmuna 5.

KimanuecKkue nposiBlieHust Myxunnbl (n=285)

TTopaxeHue cocynoB 77 (27,0)
TTopaxeHue BEHO3HBIX COCY/IOB 71 (25,0)
B mom uucne:
TPOMOO3 TIyOOKMX BEH 43 (15,0)
TIOBEPXHOCTHBII TpOMOO(IeOUT 28 (10,0)
[MopaxeHue apTepuaibHbIX COCYI0B 6(2,0)
B mom uucne:
TpoM0O03 4(1,3)
AHEBPU3MBbI 2 (0,7)

Yacmoma u aokaauzayus cocyoucmosx Hapyuwenuii y nayueimoé ¢ b5, n (%)

Kenmmusr (n=140) OP (95% IAN); p

15 (11,0) 1,34 (0,74—2,43); <0,001
11 (8,0) 1,39 (0,71—2,72); <0,001
3(2,0) 1,46 (0,44—4,81); <0,001
8(6,0) H/3
4(3,0) H/3
0 H/3
4(3,0) H/3

(OP 1,14), a xxeHckoro noyia — ¢ si3samu reHutanuii (OP 0,92),
nopaxeHuem cycraBoB (OP 0,89) u y3noBatoit apuremoit (OP
0,86).

CpaBHUTEIbHBIN aHAIN3 KIMHUYECKUX TOSIBJIEHUI, IPOBE-
JIEHHBIM HAMM B POCCUICKOI KOTropTe, BKJIIOUaBIIeid 285 MyxX-
yuH U 140 xeHwuH ¢ bb (mpeobiagany aTHUYECKUE TIpeaAcTa-
putenn CeBepHoro KaBkasa), J€MOHCTPHUPYET, UYTO Y MYKYMH

Cospemennas peemamonoeus. 2019;13(2):84—89

JIOCTOBEPHO Yallle AMarHOCTUPOBAIUCH TPOMOO3bI COCYIOB M
BEHO3HBIX CUHYCOB TOJIOBHOTO MO3Ta, IMOpakeHne Tia3, KOXU,
SI3BBI TEHUTAJINI, TeCT aTeprun. Hamm naHHble cormacyroTes ¢
pe3ynbraTaMy MCCIEeNOBaHUN APYIMX KOTOPT, B YaCTHOCTHU
MPaAHCKOM, HEMELIKO 1 TypeLKO#, B KOTOPhIX TOXKe ObljIa Ipo-
cJeXeHa acCoLMalMKM MYXKCKOTO T0JIa C MMOPaKeHUeM COCYyIOB,
KOXM ¥ ra3 [24—26] (tabi. 6). 3aMeTUM, 4TO 4acToTa MaTojio-
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Tabnuna 6.

Kimnnyeckue
TPOSIBIECHUS

AdTO3HBIN CTOMATUT
SA3BbI reHUTATUI
TTopaxkeHue KOXu
Tecr mareprum +
CocyaucTble HapylLIEeHUs
TTopaxeHue ria3
B mom uucne:
3aJHUI YBEUT
BAaCKYJIUT CETUYATKU
TTopaxenue [IHC
B mom uucne:
TPOMOO3 CUHYCOB
IMopaxeHue cycTaBoB

TMopaxenune X KKT

HLA-B5(51) +

OPUTHUHANDHEDBIE

HWpan, 2016 1.
(n=6075)

97,8/97,0; OP 1,4; 1/3
63,2/68,9; OP 0,8; 0,001
70,5/57,1; OP 1,8; 0,001
H/3

6,9/2,2; OP 2,7; <0,001
63,0/51,7; <0,001

50,8/37,6; OP 1,7; <0,001
39,0/26,7; OP1,8; <0,001

9,8/11,6; OP 0,8; 0,024

39,5/39,2; OP 1,0; 1/3
7,4/6,6; OP 1,1; 1/3

51,0/46,1; OP 1,2; 0,043

T'epmannus, 2015 .
(n=747)

99,8/99,7; OP 1,0; /3
65,2/83,3; OP 0,78; <0,001
84,2/74,0; OP 1,14; <0,001
31,5/24.,4; OP 1,29; /3
29,3/12,7; OP 2,31; <0,001

55,3/43,2; 0,002

44,5/36,8, OP 1,21; u/3
10,5/14,3; OP 0,73; /3
4,3/0,4; OP 10,6; 0,004
48,8/61,4; OP 0,79; 0,002
10,6/12,7; OP 0,83; H/3

67,3/54,7; OP 1,23; 0,001

MCCNEANOBAHMKA

Typuus, 2014 r.
(n=521)

100/100; OP 1,0; /3
82,5/90,9; H/3

72,4/66,2; OP 1,12; 1/3
48,7/45,3; H/3
10,6/1,73;0P 1,63; <0,001

58,1/36,9; 0,011

4,7/0; v/3

6,4/4,2; 1/3

5,6/6.,6; H/3

Yacmoma kaunuveckux nposésenuit bb ¢ pazuvix cmpanax (myxscuuno/acenuuno, %) [24—26]

Poccns, 2018 1.
(n=425)

97,8/98,6; OP 0,89; H/3
77,9/67,1; OP 1,2; 0,012
89,0/71,0; OP 1,67; <0,001
39,6/24,3; OP 1,24; 0,001
27,0/11,0; OP 1,34; <0,001
74,0/57,0; OP 1,31; 0,0003

34,0/32,0; 1/3

27,0/22,0; OP 1,09; /3
9,0/3,0; OP 1,3; 0015

60,0/56,0; OP 1,06; /3
15,8/18,6; OP 0,93; /3

67,0/51,5; OP 1,26; 0,007

MM cocynoB y MyxkuuH ¢ Bb B poccuiickoii Koropre 0bu1a cpaB-
HuUMa ¢ TakoBoi B [epmanuu (27 1 29,3% cOOTBETCTBEHHO), HO
oKa3zajioch Beile, yeM B Typuuu (10,6%) u Upane (6,9%). do-
JIST MY>KUMH C TTIOpakeHUEM KOXU B POCCUICKOIT KOTOPTE MpaK-
TUYECKHM HE OTIIMYaIach OT TakoBoi B Iepmanunu (89 u 84,2%
COOTBETCTBEHHO) M OblIa HECKOJBKO BbIIIe, yeM B IKpaHe
(70,5%) v Typunu (72,4%). I1010KUTEIbHBIA TECT MATEPTUU Y
MYXYMH B POCCUICKOI KOTOPTe BBISIBIISLICS TaK e 4acTo, Kak
B Hemelkoii (39,6 u 31,5% cOOTBETCTBEHHO), U PEXe, YeM B TY-
peuKkoii (48,7%).

YacroTa ry1a3Hoil maToJIOruu Y My>XUMH B POCCUNCKON KO-
ropTe okasajach OJ1MXke K TAKOBOI B MpaHCKOM nomyisiunu (74
1 63% COOTBETCTBEHHO); B HEMEIIKOI 1 TYPELIKOil KOropTax mo-
paxeHue Iia3 y My>KUYMH BCTpeyaaoch HeCKOJIbKO pexe (55,3 u
58,1% coorBeTcTBEHHO). TpOMOO3bI BEHO3HBIX CUHYCOB I'OJIOB-
HOTO MO3Ta Y POCCUMCKMX MAIIMEHTOB BO3HUKAIIU Yallle, YeM Y
HeMelKux (cooTBeTcTBeHHO 9 U 4,3%). He oGHapyXeHO reH-
JIepHOl accouMaluy i aTO3HOrO CTOMAaTUTa, MapeHXuMma-
to3Horo nopaxeHust LIHC u BoBneueHust KKT Bo Bcex yeThI-
pex koroptax. [lopakeHHe CycTaBOB y TMallMEHTOB B POCCHIi-
CKOI KOropTe oT™Meuasoch daiie (60%), yeM B OCTaJIbHBIX TPEX

nonysiuusix. B Hemenkoii KkoropTe 60JbHBIX BOBJIEUEHUE CYyC-
TaBOB aCCOLIMMPOBAJIOCH C XKEHCKUM I0JIOM, B OTJIMYME OT pOC-
CUICKOW, UPAHCKOM U TYPELKOW KOTOPT, B KOTOPBIX T€HAEPHBIX
accoluuanuii 1Mo JaHHOMY TIPU3HAKY He BBISIBJIEHO. S13BbI TeHU-
TaJINii Yalie BCTPEYATUCh Y TYPeIIKUX OOJbHBIX, KaK Y My>KUWH,
Tak 1y xkeHuH (82,5/90,9% coorBercTBeHHO). B Upane u Iep-
MaHWU $SI3Bbl TeHUTAIUI ObUIM OoJiee XapaKTePHBI AJIs1 KEHIIMH
[24—26].

B poccuiickoil koropte oTMeueHa CBS3b MYXCKOTO ToJia ¢
BBICOKOI1 akTMBHOCTBIO BB 1o nanekcy BDCAF u mo3utuBHO-
cteio o HLA-B5(51), uto cornacyercst ¢ mTaHHBIMU, TTOJTy4eH-
HBIMU TIPU U3YYEHUU UPAHCKOU 1 HEMELIKOI KOTOPT OOJIbHBIX.

BoiBoabl. TakuM 00pa3oM, B pOCCUIICKOI KOropTe Malu-
€HTOB MYXXCKOM IMOJI acCOLUUPYETCS ¢ 6oJiee TSIXKEIbIMU MPO-
gapieHusimu bb: maronorueil rinas, Tpom06o3amMu TIYOOKHX
BEeH, BEHO3HBIX CUHYCOB TOJIOBHOTO MO3Ta, a TakXe C Iopa-
JKEHUEM KOXW, s3BaMU T€HUTANINi, MMO3UTUBHOCTHIO B TECTe
nateprud u o HLA-B5(51). IlonydyeHHbIe MaHHBIC CBMIE-
TEJLCTBYIOT O TOM, YTO MyXuuHaMm ¢ bb HeobGxoanMo Ha3Ha-
YyaThb UMMYHOCYMPECCUBHYIO TePAIUIO YK€ Ha paHHUX CTalu-
sX 00JIE3HU.
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HccnenoBanue He UMEJIO CIIOHCOPCKON MOIIEPXKKU. ABTOPBI HECYT TMOJHYIO OTBETCTBEHHOCTD 3a MPEIOCTaBIeHe OKOHYATEIb-
HOI1 BepCcUU PYKOITMCH B Tle4aTh. Bce aBTOpHI TpMHUMAJHM y9acThe B pa3paboTKe KOHIEIIIMU CTaThl U HalTMCaHUM pykomnch. OKOH-
yartesbHasl Bepcusl pyKomnrcu Oblj1a 0100peHa BCEMU aBTOPaMMU.

Cospemennas peemamonoeus. 2019;13(2):84—89



