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bone3Hb bexyera:

3THOC W cemelHaa arperauus

Anex6eposa 3.C.

CewmeitHas arperanusi (TOBTOPHbBIE CiIydau 3a00JIeBaHUSI B CEMbSIX MIPOOAHIOB) paccMaTpuBaeTCs KakK apryMeHT
B TOJIb3Y TeHeTn4YecKoi npupojasl 6one3Hu bexuera (bb). Pesynsrarsl onpoca 180 60sbHbIX ¢ BB B Tpex aTHU-

YeCKUX TPYIITax MOKa3aiu, YTO MOBTOPHBIE CIyYaun peluauBupyoiero aprosnoro cromaruta (PAC) umenuch

B 54 ceMmbsix (30%): uanie — cpeau narectaHieB (n=32), pexe — y yedeHueB (n=12) u y pycckux (n=10). Takum
o0pa3oMm, poacTBeHHUKM podaHaa ¢ PAC noyikHbI ObITh BKITIOUEHBI B Tpymy pucka mo bb.

KiroueBbie cioBa: 6o1e3Hb bexuera; cubamHru; ahTo3HbI CTOMATUT; CEMeiiHas arperalys; STHUYecKasi puHaj-

JICKHOCTD.

Jlas ceplikm: Anek6eposa 3C. bose3Hb bexuera: aTHOC U cemeiiHas arperanusi. HayuHo-npakTuyeckasi peBMaTosio-
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BEHCET'S DISEASE: ETHNOS AND FAMILIAL AGGREGATION
Alekberova Z.S.

Familial aggregation (repeated cases of the disease in the families of probands) is considered as an argument in favor of
the genetic nature of Behcet's disease (BD). The results of a survey of 180 patients with BD in three ethnic groups
indicated that there were repeated cases of recurrent aphthous stomatitis (RAS) in 54 (30%) families: more commonly
among Dagestanis (n =32), less commonly in Chechens (n = 12) and Russians (10). Thus, the relatives of the RAS

proband should be included in a group at risk for BD.

Key words: Behcet's disease; siblings; aphthous stomatitis; familial aggregation; ethnicity.
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Bonesns bexuera (bB) — cucrteMHbIit Bac-
KyJIUT C MYJIBTHOPTaHHBIM TMopaxkeHunem. Ce-
MeliHasi arperaius (moBTopHble ciayyau bb
B CEMbSIX TTPOOAHIOB), HapsITy ¢ 0co0Oii reorpa-
(buyeckoit pacnpocTpaHEeHHOCThIO Mo Xony Be-
JIMKOTO ILIEeJKOBOIO MYTHM M accoldauuei
¢ HLA-BS51, yaie Bcero paccMaTrpuBaeTcsl Kak
CBUJETENbCTBO TEHETUYECKOU Mpenpacnoio-
xeHHoctu K bb [1, 2].

[lepBrie cBeneHUS O CiIydasx CeMeHOIM ar-
perauuu npu bb npunagnexar R. Mason
u C. Barnes. B 1969 . oHu omnucanu 1Be CEMbH,
B ofiHO# 13 KoTtopbix bb cTpananu Tpoe Oparbes,
B IPYTOil — MaTh U 1095 [3].

Cnyctd noutu 10 jieT AMOHCKUE y4yeHble
o0paTuiu BHUMaHUE Ha TO, 4TO 10 OGOJBHBIX
¢ Bb (13 226 0o06cienoBaHHBIX) ObUIA W3 ISTU
cemeit [4].

B GonbiiomM anuaeMUOI0rMYecKOM Uccie-
JoBaHMU, TIpoBeaeHHOM B Kopee, ObUIO ycTaHO-
BieHo, 4To y 410 mauuenToB ¢ bb u3 55 cemeit
VMEJUCh TIOBTOPHBIE Clydyaud 3a0oJieBaHUs: Ya-
me — y Marepeil npobdannos (54,5%) u 3Haun-
TeNBbHO pexe — y otuoB (18,2%). ¥V cubnuHros
(Opat wim cecTpa) 4yacToTa CeMeHOM arperaiuu
cocrasuia 32,7% [3].

Ha 8-ii MexxnyHapoaHoO# KOHGbEpeHIUU o
Bbb (1998) Ch. Zouboulis B cooO1lieHUU, MOCBSI-
ILIEHHOM DSIUAEMHUOJOTUM 3a00JieBaHUS, TOMA-
YEepKHYJ, YTO BCTPEYAEMOCTb CEMEHOI arpera-
MU (MTOJIHOTO TUTA WM OTAEJbHBIX MPU3HAKOB
Bb) kone6nercs or HyneBoit B Ipeunn no 7,4%
B Iepmanuu [6].
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PabGot, kacarommxcsl ceMeWHBIX ClydaeB
bb, HemHoro. Haubosee nmoapo6Ho 3ta mpod-
snema uccienoBaHa B Typuuu. A. Gul u coanr.
[1], ucnonb3ys neranbHbIl ONMPOCHUK, MO3BO-
JISTIONIUIA U3YIUTh POIXOCIOBHBIE OOJBHBIX, 00-
ciaepoBanu 170 amMOynaTOpHBIX IaLMEHTOB.
TTosTopHbie ciydau BB umenucs B 51 (18%) ce-
Mbe, yallie y cuoJIMHroB. Beicokas yacrtora mno-
BTOPHBIX cllyyaeB 3a0oJieBaHUs Y CHOJMHIOB
U UX POIUTENIEN TIPOCIIEXKEHA CPEIU AETEU TTPO-
6annos ¢ bb [7]. JlaHHbIE O MOBTOPHBIX Clyya-
sIX 3a00sieBaHUS B CeMbsX malnueHToB ¢ bBb,
MPOXMBAOIINX Ha TeppuTopuu Poccuu, otcyT-
CTBYIOT.

Ilens Hamero ucciaeqoBaHUS — U3YIUTHh
4yacToOTy ceMeiHoi arperauuu y OoJjbHbBIX Bb
B Tpex IPYIax: STHUYECKUX JarecTaHIlleB, de-
YEHILIEB U PYCCKUX.

Hamu Obiio onpomeHo 180 00abHBIX
bb (nmpo6annoB), HabaOAaeMbIX aMOyJaaTOP-
HO MM cTauuoHapHo B mepuoa c¢ 2011 mo
2014 1. PactipeneneHue GOJbHBIX 1O 3THUYE-
CKOM TIpUHAIJIEXKHOCTU OBLJIO CICAYIOIIUM:
86 marecranues, 34 uyeueHma u 60 pycckux.
HNuarno3 bb Bepudunmrponancs B COOTBETCT-
BUM C MEXIYHAapOAHBIMU KPUTEPUSIMU
ISGBD [8]. Cpeanuit Bo3pacT 60oJbHBIX bb
cocraBus 30,719,6 roma, cpenHss IJIUTEIb-
HOCTb 3a00neBaHus — 8,8t10,1 roga. ¥ kax-
JoTO MpobaHaa Opaju MHTEPBbIO MO CHEIU-
aJIbHOMY OMPOCHUKY C LIEJbIO YTOUHEHUS PO-
JocJIoBHOro aAepeBa u cumntomoB bb y poa-
CTBEHHUKOB.
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[NonyueHHbIe pe3ynbTaThl TOKA3aTH, UYTO MALUEHTHI MOT-
JI OTIpeNIeIEHHO yKa3aTh JINIIb HAIMYME PEIUANBOB CTOMATH -
Ta Cpev CBOUX PONUTEIEit, OpaTheB U cecTep, HepenKo — y Ky-
3UH ¥ Ky3€HOB, TETYIIIEK U APYTOi POITHM.

TMockomnbKy sI3BEHHOE TIOpaXKeHWEe CIM3UCTON 000IOUKI
POTOBO¥ TIOJIOCTHU SIBJISIETCST OOJTMTATHBIM W Yallle BCETo Iep-
BBIM cMMITOMOM BB, MBI cowIM BO3MOXHBIM paccMaTpUBaTh
€ro Kak MpOosIBJIeHWEe HEIOJIHOro BapuaHTa 3aboJeBaHUSI,
MPY YCJIOBUU YTO PELMANBBI BOZHUKAIU 6osiee Tpex pa3 B TO.
3ametrum, uto H. Ideguchi m coaBT. B crarbe, BBILICAIICH
B 2011 . [9], onuchIBaIOT psi TAKMX TeHACHLIMI B TeueHuU bb,
KakK ydJallleHWe HEeTOJHBIX BApUAHTOB M CHUXXEHUE Yucia Tsi-
Xebix ¢popm bBb.

Pesynbrater onpoca 180 mammenToB ¢ bb nmokaszanmm, 4to
TIOBTOPHEIE CITyJan PelUAUBUPYIONIero ahTO3HOTO CTOMATUTA
(PAC) umenuch B 54 (30%) cembsiX: 4allle — Cpe/in JareCTaHIIeB
(n=32; 37%), pexe y deueHueB (n=12; 22%) u y pycCKuX
(n=10; 18,5%). Takum 06pa3oM, B JareCTAHCKUX CEMbSIX Jac-
TOTa NMOBTOPHBIX ciiyyaeB PAC Oblia B 2 pa3a Bblllle, YeM B IBYX
JPYTUX STHUYECKUX PYTINax.

Crenyrouuii Bopoc, KOTOpbli TpeaCcTaBsieT MHTEPEC,
KacaJscsl CTeNIeHU pOICTBA MPodaHaa ¢ YIeHaMU CEMbH, Y KO-
TOPBIX OTMeuyanuch IoBTOpHble ciyyau PAC. B Ttabiauie
npencraBieHa vyacrota PAC y wieHOB cemeil TpoOaHIOB
¢ bb.

Y cubiuHroB moBTOpHBIE ciydaun PAC BcTpeuanuch
yaie, YeM y APYTuX pOJACTBEHHUKOB (cM. Tabnuily). B He-
KOoTOpbIX ceMbsix PAC mMenn HeCKOJIbKO ee WIeHOB. DTO
TaK Ha3blBa€MBbIi KJIAaCTEPHBIN BapMaHT CEMENHOW arpera-
uuu [10].

B cembsax 13 mpobannoB ¢ bb nMmenuch caenyroiue Kia-
CTepHble BapuaHThl: OpaT—oTel] (n=3), O6paT—cectpa (n=3),
opat—cbiH (n=1), oreu—asas (n=2), marb—oreln (n=1),
Matb—a04b (n=1), moub—chiH (n=1), moub—cectpa (n=I1).
B tpex cembsix PAC Habmonancs y Tpex MX 4JIeHOB:

— MaTb—Opar—asis,

— MaTb—CBIH—/I0Yb,

— Opar—oTeu—asis.

Takum 06pazoM, BO BCexX STHUUECKUX IPYIIax Habrona-
JINCh TOBTOpHEBIE ciiydan PAC, 1pu 3TOM HEe y OMHOTO POACT-
BEHHUKA, a Y HECKOJIbKHUX.

WHrepec Kk cemeliHoii arperauuu npu bb npociexupa-
eTCsl Ha TIPOTSDKEHUU MHOTHX JieT. O0 3TOM CBUIETEILCTBYET
XOTsl Obl TOT (PaKT, UTO B ABYX M3 15 M3BECTHBIX BapUaHTOB
KjnaccupukaurMoHHbIX KpuTepueB bb cemeiiHas arperauus
¢durypupoBaia Kak MaJiblii Kputepuii 3adoneBaHusi. Harmom-
HUM, 4YTO IepBble KiaccuuKauruoHHble Kputepun bbb Oblin
npemanoxkensl B 1946 . B CLLIA (H. Curth) [11].

B 1969 . mouTH OHOBPEMEHHO BBIXOJSIT JBA BapUaHTa
kinaccudukanmoHHeix KputepueB bb; aBropamu omnHoro us

Yactota PAC y 4neHoB cemeii
54 npo6anpos ¢ bb

CreneHb popcTBa Yucno 6onbHbIX, n (%)

Orey 13 (24)
Matb 11 (20,3)
CnénmHr:

6par 13 (24)

cecTpa 8 (14,8)
CbiH 2(3,7)
Joyb 7(12,9)
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Hux 6pu R. Mason u C. Barnes (Benmukooputanus) [3]. OHn
BBIICIISIIOT OOJIBIINME W MaJIble KPUTEPUU.

B umcio 6oavuwux xpumepues BOULIN:

— $I3BBI B POTOBOI TIOJIOCTH,

— SI3BbI TCHUTAJINM,

— TIOpaXkeHUe IJas,

MopakeHue KOXH.

K manvim kpumepusm oTHeCeHbI:

— 3KeJyTOYHO-KUIIEUYHbIE MPOSIBICHUS,

— KapIMOBacCKYyJSIpHbIC MTPOSIBJICHMS,

— TpoMbodeouT,

— apTpuT,

— mnopaxenue HHC,

— cJIyJau 3a00JIeBaHUS B CEMbSIX.

JlnarHo3 cuuTalicsl JTOCTOBEPHBIM IPU HAJIUIUU TpeX
OOJIBIIINX U JABYX MaJIBIX KPUTEPUEB.

B 1986 1. N. Dilsen u coanr. (TypLyst) npeaioXuIn CBOi
BapMaHT Ki1accudukamoHHbix Kputepues bb [12], B KoTopbix
«Hannuue bb y npyrux 4ieHoB ceMbU» TOXE pacCMaTPUBAIOCh
KaK MaJIblii KpUTEPUIA.

K coxaneHuio, B MeXIyHapOAHBIX KJIacCU(UKALIMOH-
HbIx kKpuTepusix ISGBD (1990), Hanbonee MMUpOKO UCTIONb3Y-
eMbIX Npu Bepupukamuu auardo3a bb [8], uckioueHbl He
TOJIBKO CEMElHasI arperaius, HO U Bce Majible KpUTepuu 3a00-
JIeBaHUsI, OTpaXkarolyue OpraHHY MaTOJIOTHIO.

Cemeitnag arperanust nmpu bb HabGmiomaercss B pa3HBIX
STHUYECKUX TPYMIax ¢ pa3auuHoii yactoroii [10]. B Typuuu
oHa cocrasnser 18,2%, B Kopee — 15,4%, B Upane — 15,5%,
YTO 3HAYUTENILHO BhIle, yeM B Kurae (2,6%), Anonuu (2,2%)
u eBporeiickux crpanax (1%) [13].

B Haueit padore nmosropHbie ciayyan PAC 3ahukcupoBa-
HBI Y poacTBeHHUKOB 54 (30%) GonbHbIX BB, oTHOCHBIIIMXCS
K TPeM 3THUUYECKUM Tpyrmnam: 32 u3 3Tux 54 npodaHI0B OKa3a-
JIUCH JarectaHuamu, 12 — yeyeHuamMu u 10 — pycckumu.

I[To MHeHMIO psima aBTOpPOB, ceMmeliHbie (Gopmbl bb
yalie BCero BcTpevyarorcs y cubanuros (9,1%), uto coria-
cyeTcs ¢ HalluMU pesyiabratamMu. [loBropHbIe ciyyan PAC
y cubauHros (6par u cectpa; n=21) BCTpeyaauch dJalle
(B 38,8% cnyuyaeB), ueM y APYTUX POJCTBEHHUKOB MPO-
OaHna.

[Ipu corocraBieHUU YaCTOThI Cy4yaeB CEMEMHOM arpe-
rauuu npu bb B pa3HbIX pernoHax 0Ka3aaoch, YTO OHA KOJeO-
JIeTCsl B IIAPOKMX TIpesesiax.

Jlaxke BHYTpM OJTHOI CTpaHbl 3HAYEHUE ITOTO MoKazaTe-
JIsl B paboTax pa3HbIX aBTOPOB CYIIECTBEHHO pasinyaeTcs. Ha-
npumep, B Typuun T. Akpolat u coaBr. [14] HabGIOHAIM CEMeit-
Hyto arperauuio B 8,7%, a P. Feeta u coaBt. [10] — B 18,2% ciy-
Yaes.

BonpmuMm  4yumcioM  HaOMOIEHUI — pacrmojararmoT
F. Shahram u coaBr. [15]. [Ipu o6¢cnenoBanuu B Mpane 1242
60JbHBIX ¢ BB B ceMbsix 68 (5,5%) npobaHI0B ObLIU MOBTOP-
Hble cydan 3ab6osieBaHus; B 72% ciydaeB 3TO ObUIM POJICT-
BEHHWKU TIEPBOI CTETIEHW POJACTBA (POAMTENN, METH, OIU3-
Henbl). CTosb 3HAUYMTENbHBINA pa3dpoc yactoThl (OT 1 10
18%) cemeitnbix ¢opm BB MoxXeT ObITH 0OYCIOBIECH PSIIOM
MPUYUH: TPUMEHEHUEM Pa3HbIX METOJOB MPU COOPE TaHHbBIX
WX cpoKaMu HaOmwoaeHuii. HamoMHuM, 4TO camMomy
X. bexuery moHamgo6uyioch 17 JjieT, 4TOOBI MPU3HATH TPEX-
CUMMTOMHBII KOMIUIEKC CaMOCTOSITEIbHBIM 3a00JIeBAaHUEM.
W3BecTHO, 4TO O TabMOIOTMYECKast MAaTOJOTUST TIPUCOEIM -
HseTCST K aTO3HOMY CTOMATUTy Ha 3—4-M romy 3aboJieBa-
HUS, a SI3BBl TCHUTAJINU MOTYT PELUANBUPOBATH BCETO NBa-
TpM pa3a 3a BeChb Mepuo O0JIE3HU.
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[IpencraBnsercsi, 4YTO Ha YacTOTY CeMEWHOM arpera-
UM MOTYT BJIMSITh pa3Hble (PAaKTOPHI, TaKME KaK 3THOC (a He
CcTpaHa MPOXMWBAaHMS MPoOaHIa), POACTBEHHBIC Opaku, UMe-
IOIIIMe MECTO CPEIU OTpeNe/IeHHBIX STHUUECKUX TPYIIIT, BO3-
MOXHOCTb TTPOBOJIUTH MCCJIENOBAHUSI B MHOTOIETHBIX CEMb-
sIX, TJe BBIIIE BEPOSITHOCTH BBIABUTH BB y Giu3HeloB muiun
CUOJMHIOB.

Mpbl HabJII0/1aeM CEMbIO, T/1€ UMEIOTCS MOBTOPHbIE CITy-
yau Bb y cubGaMHroB (3THUYECKUX AarecTaHleB): MaaIIn i
opat (1984 . p.) umeeT noJHbIi BapuaHT bb co ciaeayromum
renotuniom HLA 1 kmacca: A9, 10 (26); B51, 8; CW2, 6;
BW4, 6. V BToporo 6pata (1983 r. p.) Ha MOMEHT 0Gceno-
BaHUS oTMevaloTcsl Toabko PAC u ciemymoliuii TeHOTUIT
HLA I xmacca: A2, 10 (26); B8, 12; 1. e. orcyrcTByiotr B51;
CWS5, 7; BW4, 6.

Coueranne HLA-B51 u -A26 ajteseii, BO3MOXHO, OIT-
penemiio TocToBepHOCTh quarHo3a bb mo kpurepusim ISGBD
y muanuiero 6pata [8]. Bropoii 6pat crpagaetr PAC Bcero tpu
rojia v J0JKeH ObITh BKJIIOUEH B TpyIiny prcka no bb.
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B 3akitoueHue cienyer cka3athb, YTO Mbl pasjiesisieM TOu-
Ky 3peHMSI IPYTUX aBTOPOB [2], UTO ceMeliHasl arperaiumsi Imo-
TPEXXHEMY OCTAaeTCsI OTHUM U3 apTyYMEHTOB, CBUIETEIbCTBYIO-
IIUX O TeHeTn4eckoii mpupone bb.

Henb3s He cormacuThesl Takke ¢ MHEHUEM M3BECTHOTO
Typeukoro yyeHoro A. Gul [1], 4To CUOJIMHIOB U APYTUX POJI-
CTBEHHMKOB 00sibHbIX BB ¢ M301MpoBaHHBIMU SI3BaMU B MOJIO-
CTU pTa CJIe/lyeT BKIIIOYaTh B IPYIIY PUCKA U HAOII0AATh TN -
TEJIbHO, 4TOOBI B OYAYILEM ONPENENUTh, SBIASIOTCS JM 3TH
CYOBEKTBI HOCUTENISIMU I'eHa TpepacnoioxkeHHocTu K bb.
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