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IlIpedcmaeaen 0630p aumepamyput, nocésuieHHoll 6oae3nu bexuema (BB). bb — cucmemmblii 6ackyaum Heu38ecmuoil SMuos02UU ¢ MYAbIMU-
OpeaHHbiM nopasicenuem. Inoemuunvimu ons bb aeasomes cmpanst 60oab 6ocmouHoeo noodepedicoss CpeduzemHoeo mops u peeuonst Ilenm-
paavroil u Bocmounoii Asuu. [lpusedenst danuvie o pacnpocmpanennocmu bb 6 pasuvix peeuonax mupa u eausHue na yacmomy bb npouec-
co6 muepayuu Hacenernus. Oceeuenbl ceHdeprbie U 6o3pacmuvie pasrudus BB 6 pasnvix cmpanax. Ommeueno, Ha MOMEHM HA4aAa 3a001e6a-
Hus 6 apabekux cmpanax, Typyuu, Hspaune 6oavhbie 0vau monoxce (19,9; 25,6; 26 aem), wem 6 cmpanax Bocmounoii Azuu (31,7 eoda).
Cymmuposannl danHHble, ceudemenbcmayouue 0 eeHemuueckoll npedpacnonoxcernocmu npu bb: nozumusnocms no HLA B51, cemeiinas ae-
peeauus, omme4eHHas npu Uccae008anusx 6ausHey06 u op. Yxasano, umo KauHuuecKuil noaumop@usm y nayuenmos ¢ bb 3asucum om pe-
2UOHA NPOJCUBAHUS U IMHUUECKOU npuHaonexchocmu. [Ipedcmaenenst dannsie cepuu pabom, nposedeHHbIX Ha OOALUUX K020pMaX, 8 KOMOo-
PbIX COROCMABAsIeMCcs acmoma mexcoyHapoonsvix kpumepues BB y 6oavhbix 6 CIIA, SAnonuu. B psde nybaukayuii cmagumces 6onpoc o He-
00X00UMOCIU NEPeKpecmHbIX UCCAe008AHUL HA NONYAAYUOHHOU 0a3e Uiy Uccaed08aHull cAy4aii—KOHmMpPOab ¢ UCNOAb308AHUEM CIAHOAPM -
HbIX Kpumepueg u 4emKoil SIMHU4eckoli depunuyuu.
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A review of literature focused on Behcet's disease (BD) is presented. BD is systemic vasculitis of unknown etiology affecting multiple organs. BD
is endemic in the countries along the Eastern Mediterranean coast and the areas of Central and East Asia. We report the data on BD preva-
lence in different regions and the effect of population migration on BD incidence rate. Patients were found to be younger at the onset of the dis-
ease in Arab countries, Turkey, and Israel (19.9; 25.6; and 26 years, respectively) than those in East Asia countries (31.7 years). We summa-
rized the data attesting to the genetic susceptibility in BD patients: HLA B51-positive individuals, family aggregation observed when studying
twins, etc. The clinical polymorphism in BD patients was shown to depend on their region of residence and ethnicity. The data of a series of
large cohort studies are reported; the frequencies of the international criteria of BD in the US and Japanese patients are compared in these stud-
ies. The question regarding the need for cross-sectional population-based and case-control studies using the standard criteria and clear defi-
nition of ethnicity is brought up in some publications.
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Boaesns bexuera (BB) — cucTeMHBI BaCKYyJIUT, HEU3BECT- 3abosieBaHEe HOCUT UMSI TypeLKOro yueHoro Xyinycu bex-
HOI TUOJIOTUU C MYJIBTMOPTaHHBIM TTOpaXkeHueM. DTo 3aboJe- yera (Behcet), kotopsiit B 1937 1. onybauKoBan HaO0AeHUE
BaHWE C HEMpeaCcKa3yeMBIMM OOOCTPEHMSIMH U PEMUCCHSIMU 3 OOJIBHBIX, KOTOPbIC UMEIN TPUAAy CUMIITOMOB: SI3BBI B pOTO-
MMeeT YHUKAJIbHYIO reorpacdryecKyro pacpoCcTpaHeHHOCTD [1]. BOI MOJIOCTU U HA TEHUTAIUSIX M O(TAIbMOJIOTMYECKIE TIPOSIBIIE-
Coo011eHMST 0 OOJBHBIX C KIMHUYECKUMHU MTPOSIBACHUSIMU, KO- HMS. ABTOp TMOMYEPKHYJ, YTO pa3MYHbIe OpraHbl MOPaKaroTcs
TOpbIe ceroaHst oTHocIT K bb, MoxHo HaiiTu B padotax [umnmno- He OJIHOBPEMEHHO, a Ha MPOTSKEHUHU JJIUTEIbLHOTO BpeMeHH [3].
Kparta u apeBHUX Bpaueil Snonuu, Kurtasg u apaOCKux cTpaH, B 1947 . Ha mexxayHapoagHoMm Konrpecce aepmatosioroB B 2Ke-
YTO CBUIETEIBCTBYET O TOM, YTO OOJIe3Hb M3BECTHA C JIABHUX HeBe, T0 TIpeiokeHnto odrambmosora T. Jensen, «TpexcuM-
BpeMeH [2]. MITOMHBII KOMITJIEKC» TIOJYIMI Ha3BaHue «morbus Behcet» [4].
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DnuIeMUuoIorus
Bbb BcTpeuaercs mpenMylilecTBEHHO Mo xony Beiaukoro mien-
KOBOTO MyTU, BKJIt0Yas cTpaHbl CpenrizeMHOMOpbs, CpeHero u
HameHero Bocroka. B CesepHoii EBporte u CILIA yacrora Bb 3Ha-
YUTEJIbHO HIKE, YeM B 3TUX cTpaHax [5]. B Tabi. 1 orpakeHa yac-

Ta6mmua 1. Yacmoma bBb 6 nekomopuix
cmpanax mupa [6]

Crpana Yacrora Ha 100 Thic. HaceIeHUs

Typuus 80—370

Wpan 16,67

Kwurait 14,0

Snonus 13,50

Eruner 7,6

Tepmanus 0,55

BenukobpuraHust 0,50

CLIA 0,12

TaBaiin 0

tora BB Ha 100 TbiC. HaceJeHMsI B HEKOTOPBIX PErMOHax Mupa [6].
DHAeMUYHBIMA 1711 BB SBISIOTCS cTpaHbl, pacmoioXKEHHBIC
BIOJIb BOCTOYHOTO IMoOepexbsi CpennseMHoro Mopst u B LleHT-
panbHoOI U Boctounoit A3uu. PacripoctpanenHocts bb pasznuua-
€TCs1 He TOJIBKO B pa3HbIX CTpaHaX, HO M B STHUYECKUX MOMYJISII -
sIX, TIPOKMBAIOLIMX B OIHOM cTpaHe. K nmpumepy, eciiu B ceBepo-
BoctouyHoi yactu Typuum Ha 100 ThIC. HAaceaeHUS TTPUXOIUTCS
370 60nbHBIX ¢ BB, TO B BOCTOYHO-EBPOMEIICKOI YaCTH — TOJBKO
80. bornee Toro, B paiione CwmnBpu, Heganeko ot CtamOyina, ya-
crota bb Ha 10 ThIc. HaceJieHUsT COCTaBJIsIeT 8, ceBepHee AHATO-
s — 37, a B camom CramOyJie mocturaer 42.

Hamenunace u yactora bb B CLLA, yenuuusmucs ¢ 0,19
1o 0,38 Ha 100 TeIC. HaceeHUsI, YTO OOBSCHSIETCS TpoLiecCaMU
ypOaHM3alMU W BBICOKO MOOMIBHOCTBIO HACEJICHUS B KPYII-
HBIX Topozaax [7, 8]. 3HaueHHe TPOLIECCOB MUTPALIMU OOCYXIa-
eTcs Ha MpUMepe SITMOHLEB, MepeexaBIIMX Ha JKUTEIbCTBO B
CIIA [9]. 3ameueHo Takke, yto bb mpakTuyecku He BcTpeva-
eTcs y SIMOHILEB, 000CHOBaBIIMUXCS Ha [aBaiisix, Torma Kak B ca-
Mol AnoHuu yactora 3aboJieBaHUSI JOCTAaTOYHO Bbicoka [10].
B 2010 . 661H OITYOIMKOBAHBI PE3YJIbTAThI MCCIICIOBAHUS pac-
npoctpaHeHHocT BB cpenm aTHUYECKUX apMsiH, TIPOXUBAIO-
mux B CramOyJse [11]. ABTOpbI UCITOIb30BaIU SMUAEMUOIOTH -
YECKYIO0 METO/I0JI0THI0 cObopa naHHbIX 0 bb u cpennzeMHoMOp-
ckoit tuxopanke (CMJI) — crielinajibHbIN ONMPOCHUK JUISI POIU-
TeJieil nereii, oOyJarlIuXcsi B apMsIHCKON HavallbHOM 1IKOJIe
Crambyna. Kpome Toro, ompeneisiii o3uTUBHOCTE 1o HLA
B51 u myraumio rena MEFV'y 108 310poBbIX apMsiH 1 97 U1l He-
apMSIHCKOI HallMOHaTbHOCTU. H1 y omHOTrO U3 00cie10BaHHBIX
He yctaHoBJieH auarHo3 bb, y 12 BeisiBnena CMJI. HLA B51 B
OJIMHAKOBOM YHCJIe CIydyaeB OOHApyKUBAJICS Y apMSIH U JIULL He-
apMstHckoit monynsitiuu (27 u 19% cootrBercTBeHHO). YacToTa
HocutenbcTBa TeHa MEFV Oblia TOCTOBEPHO BBIILIE Y apMsiH,
4yeM Y JIMI HeapMsIHCKO# HaunoHaabHoCTH (36% 110 CpaBHEHUIO
¢ 20%, p=0,015). IToaBoast UTOT, aBTOPHI MUIIYT, YTO TOBOJHHO
HuU3Kasg yactora bb cpeau apMsiH 1Mo cpaBHEHMUIO € MPEACTaBU-

o4

TEJISIMU OCHOBHOU MOMYJISILIMY, MPOXUBAIOIIUMU B TOM XK€ pe-
TMOHE, SIBJISIETCS TOTIOJTHUTEIbHBIM TONTBEPKIEHUEM TeHEeTH -
YeCKOU MpepacrofioKeHHOCTH K 3abosieBaHuo. Ho mpu aTom
JeslaeTces 3akiIodyeHue, uro, ckopee Bcero, HLA B51 He urpaer
JNIOMUHUPYIOIIeH posiu B reHeTruke bb.

CB$13b MEXIy TeHETUUECKUMU U BHEIIHECPENOBBIMU (aK-
topamu nipu bb wm3ywanace u B apyrux crpanax. [lo naHHBIM
Ch. Zouboulis 1 coaBt. [6], y Typok, XuBymux B [epmaHuu,
PUCK pa3BUTHs 3a00JIeBaHUSI HAMHOTO HUXE, YeM Y TOM Xe 3T-
Huveckoi rpynmnsl B Typuuu. MatepecHble nanHbie o bb momny-
yeHbl B MpaHe, KOTOpbI pacrnoyioxeH B cepearHe Benukoro
wenkoBoro nytu. Tak, F. Davatchi u coaBr. [12] npuBoasiT cBe-
neHus o pacnpoctpaHeHHocty BB y mpeacraButeneit Tpex oc-
HOBHBIX pac 3Toi cTpaHbl: 6em0oii (75,4% HacelneHus ), MOHTOJIO-
unHoit u ceMutckoi. [poueHT 60bHBIX ¢ BB B 3THX 3THUYE-
CKHX rpymmax cocraBui 25,1; 52,8 u 22,1% COOTBETCTBEHHO.
WMHutepec K snuaeMuoornyeckum acrekram bb He ociabeBaet
u ceroaHs. ITosBisiioTcst HOBbIe faHHbBIe 0 BB B pernonax, yepes
KoTopbie mpoxonus Benukuii menakosblii myth. B 2010 . Ha 14-
i1 MexayHapoaHoit KoHdepeHiuu 1o bb B JlonnoHe aHruii-
ckuit apxeoyor T. Greeves cpenu pervoHOB, yepe3 KOTOpPbHIE
nipoxonua Benmvkuii e TKoBbIi myTh, Ha3Bas KaBkas, B 4acTHO-
ctu ropon HepoeHT u cenenue Kybaum. Huke mpencraBieHa
KapTa, AEMOHCTPUDYIOILAs MPOXOXACHUE 3TOro IMyTU Yepe3
TTpuxkacnuitcKkyro HUBMEHHOCTb (CM. PUCYHOK).

Kapma Beaukoeo wenkogoeo nymu

I1pu ananuze nemorpaduueckmnx mokasareseil y 00JbHBIX C
BB, xoropeix Mbl HabmomaeM B ®PI'BY «HayyHo-uccienoBa-
TEJbCKUI WHCTUTYT peBMarosioruu uM. B.A. HacoHoBoii»
PAMH, oka3zayoch, uyto 13 338 mauueHToB 85 ObLIU XUTEASIMU
JlarecraHa, HaceJIeHHE KOTOPOTO OTJINYAECTCS STHUIECKUM MHO-
roo6pasueM (6osee 40 HAPOAHOCTEM ¥ ATHUIECKUX TPYIIIT).

I1pu u3ydeHUU KIMHUYECKOTo NoJuMophu3Ma, reHaepHOro
u HLA B51- pacnipenenenust y 6ojbHbIX ¢ BB B ABYX 3THUYECKMX
rpyrnax (AarecTaHiibl U pyccKue) ObLIM 3aMeyeHbl Clienylolue
pasmuumst: y narectanies ¢ BB qoctoBepHo vaile, 4eM y pycCcKux,
JIMarHOCTUPOBAJIOCh TOPaKEHME IJIa3 M COCYIOB. BOJNBHBIX C
TpoMOO3aMU TJIYOOKMX BEH HWXXHUX KOHEYHOCTEH cpeau aare-
cTaHI1eB 66110 23%, cpenu pycckux — 3%. TpoM0GO3bl apTepraib-
HbBIX COCYJIOB Yallle HaboAaIuch Takke Y 00JbHbIX U3 Jlarecta-
Ha. M3BecTHO, uTo BapuaHT BB, nMeHyeMbIii «BacKyno-bexuer»,
HepeaKo OorpeessieT TPOTHO3 3aboieBaHus. Tak, MO HAIIUM
JTAHHBIM, TPOMOO3 apTePUATLHOTO pycJia M aHEBPU3Ma JIETOYHOI
apTepuu CTaIu MPUIMHOI JIETAILHOTO UCXoaa Yy 4 U3 5 MOJIOIBIX
MyKUMH-AarectaHieB 19—23 net. TouHble mokasaTtesu JeTaJbHO-
cty npu bb HeusBeCTHbBI, MOCKOIbKY OOJbHBIX TOCITUTATUINUPY-
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0T YaCTO SKCTPEHHO B Pa3HbIE CTAIIMOHA- TaGnuna 2.
pbl B 3aBUCUMOCTH OT TIpeod/agaroiiei
KIMHAYECKONH KapTUHBI 3a60JIeBaHuUs Crpana

(repdopanst KUIIEYHUKA, TPOMOO3BI
CHUHYCOB Mo3ra u jp.). Yactora mopaxe-
Hust LHHC B cpaBHMBaeMbIX rpyrimnax Obl-
Jla oAuHaKoBoi. OpXUT yalle UMeau ma-
LIMEHTHI U3 JarecTaHcKou Koroptsl [13].

Haxomnnenue maHHBIX O KJIMHUYE-
CKOM TroIMMopdu3Me U 9acTOTe HOCH-
teabcTBa HLA B51 npu Bb B pa3HbIx pe-
TMOHAX MOXET CYIIECTBEHHO PACIIMPUTh
HaIlIu MpeACcTaBIeHUS] O 3HAYCHUM TeHe-
TUYECKUX U BHELIHECPEIOBBIX (PAKTOPOB
B reHe3e 3TOro 3a00JieBaHus.

SAnonus [28]
Kopes [29]
Kuraii [30]
Typuws [31]
HNopnanus [32]
Tepmanus [6]

Dpannms [6]

Wranusg [6]
Bo3spact u noa
Cuuraercs, yto Bb crpanalor npeu- Pocens [33]
MYILLIECTBEHHO MOJIO/IbIC JIIOAU B BO3pac-
CIIIA [34]

te oT 20 mo 40 net [14]. Ch. Zouboulis
[15] nmpuBomut cienywolue NaHHbIE O
cpenmHeM Bo3pacTe Hadana bb: B cTpanax
Bocrounoit Azun — 31,7 roma, B apaGCKux cTpaHax — 26 JeT, B
Typuuu — 25,6 rona, B M3pawne — 19,9 rona, B Esporie — 25,9
rona, B CIIIA — 28,3 roga.

OrnrcaHbl ciydan 6oJiee paHHero (IepBble MECSIIBI T0CTIe
poXaeHUs) WiK no3aHero (72 roga) Havasna 3abosneBaHus. 13-
BECTHBI U I0BeHUJIbHBIE popMbl BB — Havamo 6oj1e3H1 B Bo3pac-
te 1o 16 jer. Tak, Bo @paHiuu yacTota 3T0ro Bapuanra bb co-
crasisier 0,17 va 100 Toic. HaceneHwus [16].

CuuTaercs, 4To My>XUMHbI cTpajgaloT bb yaiie, yeM keH-
muHbl. Pacnipenenenue 6oibHbIX ¢ BB 1o mosy 3aBucur ot pe-
rroHa. CoOTHOIIIEHUE MYKUYMH U KeHIIUH cocTanisieT 2—10:1 B
CcTpaHax, 4epe3 KOTOphbIe MPOXOAn BenuKMil e TKOBBIN TyTh.
B 3anannoit EBporie, B uactHoctu B [epmanuu, a Takke B CLLIA
HaOogaeTcs: odpaTHasi TEHASHLMST pacripeiesieHus] 00JIbHbIX
no nony. B Typuuu, Ha Cpeanem Boctoke, B Mpane, Kyseiite
0O0JBIIMHCTBO 00JbHbIX ¢ BB — Myxuunsl [17, 18]. B Anonuun
yactoTa bb y keHIIMH 10CTOBEPHO BBIIIE, YeM Y MYKIWH, TIPU-
yeM y MYyXXUYMH 3a00JIeBaHUE acCOMUpPYeTCs ¢ 0ojiee MSITKUM
teuenueM [ 14]. B Kopee cpenu maumentos ¢ BB Toxe nmpeobia-
JAIOT XXKEeHIIMHBIL. [1py n3yyeHnu GOJbIION KOTOPThI MAalIMEHTOB
(n=1901) D.S. Bang u coaBT. [19] noka3zanu, 4To COOTHOILIEHUE
MYXYMH U XeHIIWH paBHO 0,61:1. [Tpr 3TOM y GOJIBHBIX MYX-
CKOTO T0JIa ¢ TUTOXUM TPOTHO30M BCJIEICTBUE TSIKEJTBIX OpPTaH-
HBIX MOpaXKeHU (3keTyIouHo-KuIeyHoro TpakTa, LIHC, cocy-
IIOB) 1e00T 3a001eBaHMsT Habaonancs B 6ojiee MOJIOIOM BO3-
pacte, yem y xeHuuH (p<005). BonblIMHCTBO UccaenoBaTeneit
CXOIMUTCS BO MHEHUM, YTO Y MYXKUMH 3a00jieBaHUE MPOTEKAET
TsKesiee, YeM y XEeHIIMH, OCOOEHHO 3TO KacaeTcsl MOpaxXeHus
IJ1a3, a TakKKe COCYIOB BEHO3HOTO U apTepUaIbHOTO pyciia, Tie
bopmupyroTcst aHeBpu3MbI [20]. Y My>XKUMH MOJIOIOTO BO3pacTa,
npoxupawmmx Ha CpenHem u JlanbHem Boctoke, B fAmonun,
ctpaHax CpeanzeMHOMODbDsI, 3a00JieBaHNE UMEET OoJiee arpec-
CHUBHOE T€UEHMUE, YEM Y MaIIMEHTOB TOrO XK€ BO3pacTa 3araaHoin
MOMyJSIIUU U YepHOKOXUX adpukaHues [18—22]. B cepuu pa-
60T moguepkuBaeTcs, YTo bb y My:kunH accommpyercs ¢ BBICO-
KOIf aKTUBHOCTBIO U BBICOKMM PUCKOM TOTepu 3peHus [18, 23].

CornacHo maHHbiM DPI'BY «HayuHo-ucciemnoBaTeIbCKMii
MHTCTUTYT peBMartosioruu uM. B.A. Haconosoii» PAMH, cpenu
151 obcaenoBanHoro 6osibHOro ¢ bb ToXe npeobiaaganu Myx-

Yacmoma HLA B51 y 6oavHbix ¢ BB 6 paznbix cmpanax

Bomabubie BB Konrposn oP

n % n %

91 57 140 14 7,9
52 44 42 17 4,0
120 56 100 12 9,3
520 77 1106 26 9,2
68 74 790 21 11,5
75 36 1415 14 6,3
105 51 591 13 6,7
57 75 304 22 10,9
88 70,4 427 20,4 9,33
32 13 105 31 5,1

yuHbl (n=115), cpenHuit BO3pacT KOTOPBIX cocTaBua 21 rop
[24]. Yame aT0 6bTH XuTen KaBkasza.

HHuTepec K mmpobiaemMaM Bo3pacTa, MOJOBOM M STHUYECKOM
MPUHAIJIEXHOCTU MaleHToB ¢ bb mpocnexuBaercs u B 6oJiee
no3aHuux nyoaukanusax. B 2012 . 8 E Davatchi u coasr. [25] Ha
60JIBILION Koropte 60JbHBIX (N=6702) BHOBb OBIJIO MPOJAEMOH-
CTPUPOBAHO TIpeodamaHre MYKCKOTO I0oJIa CPpelyd MPAHIIEeB C
bb, nmeBIIuX TsKeNI0e MopakeHue CoCyI0B BEHO3HOTO U apTe-
pHaIbHOTO pycia. B ToM Xe romy B COOOIIEHUYN TYPELIKMX aBTO-
POB OBIJIO MOAYEPKHYTO 3HAUEHHUE YaCTOThI 00OCTPEHUIA SI3BEH-
HOTO CTOMAaTUTa y MY>KUYMH B TIEPBbIC TObI 00JIE3HU KaK Mpeau-
KTopa 6oJiee Tskesoro reueHus bb [26].

Bce o1 maHHBIe yKa3bIBAIOT Ha CBsI3b BO3pAcTa M T0JIa Y Ta-
LIMEHTOB C KJIMHWYeCKUM TojaumopdusmMom bb u Tpedyror ne-
TaJIbHOI OIICHKH KaK B LIEJIOM, TaK 1 B KaXKIOM OTAETbHOM CJTydae.

lenetnka

Otuonorust bb ocraercs HensyuyenHoii. I[lonarator, yto bb
OTHOCHTCSI K TeM PEBMAaTUUECKIM 3a00JIeBaHUSIM, TIPH KOTOPBIX
TIPOCJIEXKMBAETCS TIPSIMast CBSI3b C CUCTEMOI aHTUTEHOB TMCTOCOB-
MectumocTr uesnoBeka (HLA-cuctemoir). B 1973 & S. Ohno u co-
aBT. [27] obHapyxuam accormanmio Mmexay HLA B51-antureHom
u bB. Dot anTuren onpexaensics y 75% mauueHToB ¢ Bb u Tosb-
Ko y 30% nui KOHTpOJIbHOM Tpymibl. IlomydeHHbIe JaHHBIE TTO-
CJIY>KWJIM OCHOBaHUeEM Uit uzydeHust yactotel HLA B51-aHTure-
Ha y 60s1bHBIX ¢ BB B pasHbix nomyssiuusx. B tabm. 2 npencrasie-
Ha pacripoctpaHeHHOCTb aHTureHa HLA B51 B pa3HbIX cTpaHax.

W3 Tabmuusl creayet, uro yactora HLA BS51-anturena y
6onbHBIX ¢ BB B pasHbIx pernoHax pasiauyaercs. B meaom Mox-
HO cKa3aTh, UTO OTHOcUTeNIbHBIN puck (OP) pa3zsutust Bb ko-
JIebJIeTCs B MPOKUX Mpeieiax v TOCTUraeT HauOOoIbIINX 3Ha-
YeHWil B Takux crpaHax, kak Mopmanus (11,5%), Typuwms
(9,2%), Kuraii (9,3%), Poccust (9,3%), 3HAYMTEILHO HUXE 3TOT
rokasateJjib y 00abHbIX, poxuBatomux B CIIA (5,1%). Henas-
HO TMOSIBUJIUCH JTaHHbIE, COTJIACHO KOoTopbeiM bb accouuupyetcst
He Tosibko ¢ HLA B51, no u ¢ HLA A26 [10]. Tak, B fAnonuu
TIPY MCCIIeI0OBaHUY TeHETUIECKOi TIpeapaciosoxkeHHocty K bb
y 300 60mpHBIX 11 300 3MOPOBBIX C UCTIONH30BAHUEM genome wide
association screening (GWAS) OBUIO TIOKa3aHO, YTO Hapsay C



COBPEMEHHAA PEBMATONOTIWUA Ne1'1%4%

065 30FPDbl

HLA B5101 B renese bb yuactByer 1 HLA A26 [35]. I1pu usy-
yeHun acconmannu aHntureHa HLA A26 [10] B MyIsTUITHUYE-
CKOIt BBIOOpKE poccuiickux 0oJibHBIX ¢ bb He oTMeueHo cBs3u
aTOoro ajutess ¢ 3aboneBanueM [36]. Takue pasiuyust B pe3yiib-
TaTax rOBOPSAT O 3HAYEHUU ITHUYECKOU MPUHAATIEKHOCTH TPU
Bb. IMouck reHetnyecknx mapkepoB npu bb npaktuuecku He
npekpaniaercs. B KopeicKo-sImoHCKOM UCCIIeI0BaHUM, B KOTO-
pom o6pastbl JJTHK 60nbHbIX BB 1 M1l KOHTPOJBHOM I'pyMIibl
usydanu Merogom GWAS, oOHapyxkeHa HoBasl accolmalus bb
¢ GIMAP-nokycom. Ha xpomocome 7q36.1 CD4 I-kietku
6osnbHBIX BB BhIsIBIeH HM3KMiT ypoBeHb GIMAP4 mRNA. Ilo-
JIydeHHBIE Pe3yJIbTaThl MO3BOJIWINA aBTOPAM MPEATIOIO0XHUTh Cy-
LLIECTBOBAHUE APYroro JIOKyca IperpacIiosioKeHHOCTH, KOTO-
pbIii, BbI3bIBast abeppauuio T-KJIETOK, MOXET CIOoCOOCTBOBATh
passututo bb [37].

B 2012 1. ony6imKoBaH 0030p, B KOTOPOM CyMMUPOBAHBI
JaHHbIE, CBUIETEIbCTBYIOIINE O TEHETUUECKOU MPEeapacrono-
xeHHocTu K BB [38]:

1) reorpacduyeckasi pacpoCTpaHEHHOCTh 3a00JieBaHUS (OT
Anonuu no CpenHero Boctoka u B ctpaHax Cpeau3eMHOMOPHS);

2) aTHUYECKOe MMPOUCXOXKIeHNE TTallMeHTOB. Bricokas yac-
tota bb cpenu nuBaH1IeB U TYpOK, XuByIuX B bepiune, u HA3-
Kasi Cpear HEMIIEB;

3) accoumanus 3aboneBanus ¢ HLA B51 (ocobeHHoO ¢ cy0-
Turnom B5101);

4) accoumanmst BB ¢ apyrumu reHeTnaeckuMu hakTopamu,
BKJItoyast peruonbl «<He HLA» («outside HLA»):

* yHTepeitkuHom (MJT) 10;

e NJ123p u UI12pp2;

* xpoMocomamu 642526, 12p12—13;

* ceMeliHas arperauusi 3a00JI€BaHMs;

6) uccnenoBaHKs y OJIM3HELIOB: BEICOKAst KOHKOPAAHTHOCTh
CUMIITOMOB Y MOHO3UTOTHBIX OJIM3HEIIOB.

Cewmeiinas arperamus npu bb

Cuyuraercs, uro bb-3aboseBaHne cnopaanyeckoe, OJHAKO
noBTopHble ciiydyau bb B cembsix (1 Ha 10 G0JIbHBIX), BbICOKas
pacipocTpaHEeHHOCTh IO X0y BeJIMKOTO I11eJTKOBOTO ITyTH MeX-
1y 30—45° ceBepHoii mmpoThl (0T SAnmoHun 10 Cpean3eMHOMOp-
ckoro OacceitHa) u accounauusi ¢ HLA B51 B pa3Hbix noryJisi-
LUSIX MPEATOoIaraloT posib reHeTHIecKoro (akropa B reHe3e bb
[39]. HekoTopbie aBTOpHI CUMTAIOT, YTO Y AeTeil 3a0oseBaHME
OJIMKe K ayTOCOMHO-peleccuBHOi monenu [40]. AHamMHe3 ce-
MEWHBIX CiIydaeB He IMoKasayj Hachemyemoctd BB 1o 3akony
Menpens. Tem He MeHee cemeliHble ciyyau bb oTHocAT K dak-
TOpaM, TIOATBEPKIAIOIINM CYIIECTBOBAaHUE IPEIPACITONIOXKEH-
HOCTHU K 3a0osieBaHUIO [41].

OTMeueHo, YTO YacToTa CEMEMHOI arperaluyd 3aBUCUT OT
3THUYECKOW MpUHaMIeXHOCTU nanuueHToB ¢ bb. B fAnoHuu n
Kwurae 3T0oT mokasareiib HU3KUi — 2,2 1 2,6% COOTBETCTBEHHO.
B To e Bpems B cTpaHax apadbckoro Bocroka, Mzpawns u Typ-
LMK ceMeiiHast arperauust focturaer 18%, 4ro 3HaYUTEIHLHO BbI-
e, yeM B EBporte [42]. HLA B51-aHTureH B ceMbsIX ¢ TIOBTOP-
HbeIMU caydasmu bb obHapyxeH Bcero B 19% ciydaes, B CBSI3K
C YeM OIISITh MOJHUMAETCS BOIIPOC O BO3MOXKHOCTH acCoLMallii
Bbb c npyrumu, «<ne HLA», renamu [43].

Takum 06pa3oM, 1o Mepe HAKOTIICHUS JaHHBIX O TCHETUKE
Bb Bce yalle BhICKa3bIBaeTCSI MHEHUE, YTO HE TOJIBKO JIOKYCHI A
u B cucremsr HLA, HO 1 pyrue reHbl y4acTBYIOT B ITpeIpacIio-
JnoxxeHHocTH K BB, 4yTo u onpenenseT HEOOXOAMMOCTD TTOUCKA
MHBIX MApKEPOB B Pa3HbIX STHUYECKUX MOMYJISIIUSX.

Knunuueckuii nosuvopgusm BB B pasHbIx pernoHax mupa

PaznuuHast yactora Tex WM UHBIX cumMnToMoB bb B 3aBucH-
MOCTU OT pervoHa oOCYXmaeTcsl BO MHOTHMX ITyOJIMKAIIHSIX.
K mpumepy, Takoii nuarHOCTMYeCKWi KpUTEepUil, KaK TOJIOXU-
TeNbHBIN TecT marepruu, y 6onbHbiX ¢ bb B CILA, AAnonun, Ko-
pee BcTpedaercst HeyacTo — B 9, 11 u 15,4% ciiydaeB cOOTBETCT-
BEHHO, a B TyHuce n Erunre oH HabmonaeTcst y MHOTHX MallMeH-
ToB — 62,7 1 70%. YacroTa HOpaXkeHUsI XKeJIyI0YHO-KALIEYHOTO
tpakTta (ZKKT) y 6osnbHbIX ¢ Bb Takke pasnuuna Ha JlansHem Bo-
ctoke, B CLLIA u ctpanax Cpenn3eMHOMODbsI [44]. DTa maToorust
Habmonaetcst y 17% nanuenToB ¢ bb B Kurae, uto cornocraBumo
¢ JaHHBIMM, MoaydeHHbIMU B Kopee u Snonuu [45]; B TyHuce u
ErunTe Takux 60JbHBIX 3HAUUTEIBHO Gostblie — 62,7—70%.

B npyrux paborax momaepKuBaeTcsl, YTO YaCTOTa HEKOTOPBIX
TIPU3HAKOB 3a00JIeBAaHUSI MOXET OBITh OIMHAKOBOW B pPa3HBIX
CTpaHax, HO TIPY 3TOM He BCET/Ia UMEETCST aCCOIMAIINST TSIKEBIX
OpraHHBIX ITOPAXKEHUIA ¢ MYXKCKUM 110JIoM [46]. B mocnenHue ro-
IIbl 0c000€e BHUMAHUE YEISIETCSl COCYIMCTBIM HapYIIEHUSIM TPU
bb kak Hanbosiee MporHocTUYeCKU HeOaronpusTHoIM [47].

B sinonckom uccienoBanuu (1991-2007rr., n=412) cocy-
JUCThIe HapyIIeHUsI BbIsIBIECHBI Y 26 (6%) OonbHBIX ¢ BB, mipu
3TOM Tpeobananu BeHo3Hble paccTpoiicTa (81%) 1o cpaBHe-
HUIO ¢ apTepuaibHbiMu (31%). B 3T0it KOrOpTE NMAIMEeHTOB MO-
paxeHue I71a3 AMarHoCTUPOBAIM JOCTOBEPHO peXe, a Mmopaxe-
nue KKT, nanmporus, vaiie [48].

B npyroii pa6ote (1976—2009 rr., n=820) oTMe4eHO TTPeod-
JITalaHVe COCYIVMCTBIX HApYIIEHW Y OOJTBHBIX MYKCKOTO TIOJA.
ApTepualibHble TPOMOO3bl TUATHOCTUPOBAHBI y 68% OOJbHBIX,
aHeBpu3Mbl — Y 47%, okkimosun — y 14%. Yaiie Bcero nopaxa-
JINCh aopTa, OepEeHHbIE U JIETOYHbIe apTepuu. B HelaBHO npoBe-
neHHOM TypelkoM uccienoBanuu (2000—2007 rr.) mpeacTaBiaeHbI
naHHble 0 47 60JbHBIX ¢ BB ¢ mopaxkeHueM JierouHsIx apTepuit
[49]. Cpennwmii Bo3pacT GOnbHBIX cocTtaBwi 29+8,2 roma, mim-
TeJIbHOCTD O0JIE3HN HA MOMEHT Pa3BUTHS JIETOYHOU MTATOJIOTUY —
3,6+4,8 roma. AHEBpU3MbI WJIM TPOMOO3bI JIETOYHBIX APTEPHUIA
BBISIBJIEHBI Y TPETU OOJBbHBIX. ABTOPbI TOAYEPKUBAIOT, YTO CMEPT-
HOCTb IPY MOPAXKEHUU apTePUATIbHOTO PYCIa OCTAETCsI BBICOKOM.
M3ydyeHue cocynucTbix paccTpoiicTB y 00JibHbIX ¢ BB B Poccuu
npoBoamiock B ®I'BY «HayuHo-nccaenoBaTebcKuii MHCTUTYT
peBmatosioruu uM. B.A. HaconoBoit» PAMH. Ilo Hamum naH-
HbIM [50], TpOMOOTHYECKME HAPYLLIEHUS] UMEJMCh Y YeTBePTH (13
95) 6onbHbBIX ¢ BB, mpuyeM npeobaanany TpoMO03bl BEH HUKHUX
KOHEUYHOCTel. ApTepuanbHble TPOMOO3bI, KaK MPaBUJIO, COYeTa-
JIUCh ¢ BeHO3HbIMU (n=8). OTMeueHa accolyalust TpoMOoTHYe-
CKUX HapyIIeHWH ¢ y3/I0BaTON 3pUTEMON 1 SMUAUANMHUTOM, UTO,
BUIMMO, BIUSIJIO Ha OOJiee BEICOKUI PUCK Pa3BUTHSI TPOMOO30B Y
MykuuH (OP 7,11 npotuB 2,15 y >KeHIITMH)

Astopbl u3 TyHuca, usydast nemorpadpuyeckue U reHeTude-
ckue acriekTbl BB y 260 6osbHBIX B TeueHue 1987—2006 T, ycraHo-
BWIM TIpeoOJialaHie B 3TO KOTOPTE MAlMeHTOB MYXKCKOTO IToJia
(188 mMyzkumH TIpoTUB 72 XeHInH). YacToTa BEHO3HBIX TPOMOO30B
cocraBmia 33%, nopaxenust LITHC — 24,2%. [1pu aToM nmen Mec-
TO HU3KUI TipoLieHT 60JbHBIX (1,5%) ¢ mopaxenuem KKT. Hes-
pOJIOTMYECKME MPOSIBJICHUSI aCCOLUMMPOBAIUCH ¢ HammuuemM HLA
B51. Bbicokyto yacToTy TpOMOO30B ITyOOKHUX BEH U HEHPOTICUXU -
YeCKMX HapyIIeHWI 1, HAIPOTHB, HU3KYIO BCTPEYaeMOCTh TTOpa-
xeHus 2KKT y 3Tux G0JIbHBIX aBTOPbI CBA3BIBAIOT C ITHUUYECKON
MPUHAIEKHOCTBIO U PETMOHOM MpoxuBaHus [51].

3acry>kuBaloT BHUMaHUsT pabOThI, B KOTOPBIX COTIOCTABIISI-
eTCsl YMCI0 OOJIbHBIX, OTBeyarolux KputepusiM bb, B pasHbix
ctpaHax. Tak, B HelaBHO OMyOJIMKOBaHHbBIX UCCIeI0BaHUSIX [52,
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53] npenctaBieHbl pe3yJbTaThl CPAaBHEHMST YACTOThl KPUTEPUEB
ISBD y 6onbHbix ¢ BB 13 CIIIA u SInonun. B uccnenoBanust
OBUIO BKJIIOUEHO 634 MalMeHTOB MYJIBTU3THUYECKOTO MTPOUCXO-
xaeHus u3 CIIA u 135 mamuenTtoB u3 Snoxnun. Yucno 60yb-
HbIX ¢ BB, MoTHOCTBIO OTBEYAIOIINX KPUTEPUSIM 00X KIacCH-
(ukanmii, B IByX Koroprax 0buto cXoxunMm: 61,5% GONbHBIX U3
CIUA u 63,7% w3 SAnonun noaxomwin non kputepuu ISBD u
COOTBETCTBEHHO 69,2 1 72% — 101 SITOHCKUE KpuTepuu. Bos-
pact 60JbHbBIX B 1e0toTe bb Takske okaszascs oau3kum — 35,2 ro-
na 'y 6onpHBIX 13 CIIA u 38,1 roma y smonnes. [IpocnexeHa
KOHKOPJAHTHOCTh IO OCHOBHBIM KPUTEpMSIM 3a00JieBaHUS B
pa3HbIX cTpaHax [54].

Psin aBTOpPOB MoOAYEpKMBAET, YTO BO BCEX CPABHUTEIbHbIX
WCCIIeIOBAaHMIX BaXXKHO ONPENEISITh HEe TOJBKO 4acTOTy, HO U
TUII, TSDKECTh OPTAHHOTO TTOBPEXXIEHUSI, a TAKXKe JIOKATN3AIUI0
MaToJIOTMYecKoTo mpolecca. K mpumepy, 4actota mopaxkeHUs
IJ1a3 MOXET ObITh OMMHaKOBOM y nateHToB u3 CLLUA u fAnonun,
HO M3BECTHO, YTO TsiXKeJasl TJa3Hasl MmaToJorusl, MPUBOASIIAs K
caerniore, y 6oabHbIX B CILIA BcTpeuaeTcst ropasmo pexe [55].

B mocnenHue ronbl Ui OLIEHKU KIMHUIECKUX TTPOSIBIICHMIA
BB ucrionb3yeTcst KitacTepHbIi MOIX0M (MCCTIeI0BAaHUE COUSTAaHUST
HECKOJIBKMX TTPU3HAKOB): OLICHMBAIOT HE OOWH CHMIITOM, a JBa
WM TpU TIPU3HaKa, HalIpUMep aKHETOA00Has ChIITb — apTPUT —
9HTe3UT. [TosararoT, 4To TaKOI MOAXO0/ JaeT 00bIIYI0 MH(pOPMa-
LIMIO U B CPaBHUTEJIbHBIX UCCICTOBAHUSIX CEMEHOM arperauuu,
U MpU OLIEHKe MporHo3a 6osie3Hu. M. Karaca u coasr. [55] ¢ ue-
JIBIO UIEHTU(MUKALIMK 3HAYSHUST KJIACTEPOB KIIMHUYECKUX CUM-
MTOMOB OIpaIINBaIA OOJBHBIX, Y KOTOPBIX CpeIN POICTBEHHU-
KOB TIEPBOIi CTETIEHU POJCTBA MMEJIMCh TTOBTOPHBIEe ciydau bb.
ABTOPOB MHTEPECOBAJIO, Kakue U3 nmpu3HakoB bb nmenu mecro B
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