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B 1937 r typeukmii gepmaronor bexwer (Hulusi
Behcet) ormybiamkoBail coOOIIEeHNE O TPeX CiIydasx 3a00-
JIeBaHUS, TTO3MHES HA3BAaHHOTO €ro MMeHEeM. TUITMYHBIM
MIPOSIBIICHNEM OOJIC3HU SIBJISICTCSl KJIMHMYECKasi Tpuaja,
BKJTIOYAIOIIAsI PEeLMINBUPYIONINIA a(TO3HBIII CTOMATHT,
SI3BBI TIOJIOBBIX OPTaHOB U PeIMANBUPYIOMNiT yBeuT. Of-
HaKO caMOMYy IIepBOMY YIIOMUHAHUIO O 3a00JIeBaHNH, TIO-
BUIUMOMY, YKe okoiro 2500 yer. OHO TIpuHAmIeKUT [TI-
TOKpAaTy, KOTOphIii B 450—377 rogax 10 H.3. OImucaj SHIe-
Mu4yHoe 1151 Masoii A3un 3a00J1eBaHIE, IPOSIBIISIIOILIEECS
apTO3HBIMU SI3BaMU, TCHUTAJIBHBIMU BBICHITIAHUSMHA U
XPOHMYECKON o(TallbMUEii, TPUBOASIICH K HAPYLICHUIO
3peHus1. B manpHEeIeM ylmoMuHaHUS 00 3TOM ITaTOIOTHH
B MCIMIIMHCKON JINTEpaType OTCYTCTBOBAJIM BIUIOTH IO
1900-x romoB, Korma KiacchdecKasl Tpraga BHOBb ObLTa
ommcada B EBpore. [lepBoHaYaIbHO CHMITTOMOKOMITIEKC
paccMmaTpuBaliCsl KaK IIPOSBICHUE CUMMINCa, M TOJIBKO
B 1937 . bexueT NmpeaItoaoXuiI CUnuTaTh 3TO 3a00JIeBaHNE
camoctogTebHBIM. C 1947 1. 6one3Hp bexdera crama 06-
HIETTPU3HAHHON HO30JIOTMUECKON eHALIE [6].

I[To coBpemMeHHBIM IIpeacTaBiIeHUSIM, 00Jie3Hb bex-
gera (M35.2 mo MKB-10) paccmaTpmBaeTcsl KaK CHUC-
TEMHBIN BaCKYJIUT, XapaKTCPU3YIOIINIICS BOBJICYCHUEM
B TTaTOJIOTUIECKUIA TIpOLIeCC BeH, apTepHil, KaIMUISIPOB
W TIPOSBIISTIOIIUIACS TTOpaXKeHNEM CIM3UCTBIX 000JI0UCK,
KOXM, HEPBHON U CEpACYHO-COCYIMCTON CHUCTEM, JIeT-
KHUX, XeJIyIOIHO-KHUIICYHOTO U YPOTeHUTATBHOTO TpaK-
TOB, a TaKXKe KOCTHO-MBIIIIEUHOM crcTeMbI [1—3, 5].

Bonesnns bexdyera BcTpedaeTcss B pa3IMUHBIX Teorpa-
¢HUecKNX 30HAX 36MHOTO IlIapa, B TOM 4yuciie u B Poc-
cnmn. HambogbImast ee pacipocTpaHEHHOCTh OTMEYaeTCs
B Typumu u coctasisger 80—370 ciygaeB Ha 100000 Ha-
cenenusi. PacnpocrpanenHocts B Anonuun, Kopee, Ku-
tae, Upane n CaynoBckoit ApaBuu koneonercs ot 13,5
1o 20 cirygaeB Ha 100000 HacenmeHus, B TO BpeMsI KaK B
ctpanax 3anana (Auriauu u CILLA) ona Hrke (0,64 1 0,33
Ha 100000 HaAceaeHMST cOOTBETCTBeHHO). B Poccum, 1o
nanHeiM HUMU peBmaronoruun PAMH, 3ToT nokasareinb
nmocturaet 3 Ha 100000 nHacenenmsi. B Iepmanum dac-
TOTa BEIIBJICHUS OoJjie3HM bexdera cpemy sMUTPaHTOB
TYPELIKOTO TpoucXoxmeHus coctasister 21 Ha 100000
HaCeJICHUSI, YTO YCTyIlaeT TaKoBOM B Typlmu, omHAKO
3HAYUTEIBHO IIPEBOCXOIUT PACIIPOCTPAHECHHOCTh CpeIu
KopeHHBIX Xutenei [epmanun. Ha 100000 HaceneHnus B
Anonun exeromHo peructpupyercs 10, B Typumm — 190,
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B EBporme u CIIIA — 6 HOBBIX cllyyaeB 3TOro 3aboseBa-
aus [3]. ITo Poccuu anamornaibie JTaHHBIE OTCYTCTBYIOT.
C MoMeHTa 00pa30BaHUSI PEBMATOJIOTHUECKOTO KaOWHE-
Ta B CTPYKType KOHCYJIBTaTUBHOU IMOIMKIMHUKN Caxa-
JIMHCKOI 00J1aCTHOM OOJIbHUIIBI ObUIO BBISIBIEHO 7 CIy-
yaeB 0oJre3HM bexdyera, 9To MTOXOMMIO B OTACIBHEIC TOIBI
10 1,6 Ha 100000 HaceneHus (Tabi1.).

Yactota pas3BuTHs 3a00JIeBaHUSI CpeOyd POACTBEH-
HUKOB cocTaBisieT 2—5%, uckiodast cTpanbl CpeaHero
Bocroka, rme ona konebiercs or 10 go 15%. B SAnonnn
u Kopee 601e3Hb bexueTa yaiie mopaxaer XeHIIWH, B TO
BpeMsI Kak B cTpaHax CpemgHero BocToka cpemy 60IbHBIX
npeobnanaroT MyxxunHbl. Hanbosnee yacto ae6iot 3a60-
JIeBaHUS peTucTpupyeTcs B Bo3pacte 30—40 et [3, 5].

DOtnonorusa 6one3nn bexdyera Mo HacTOSIIETro Bpe-
MeHHM Hem3BecTHa. [1omydeHbl (hakThl, yKa3bIBaoIIe Ha
BO3MOXHYIO poJib MH(MEKIMii. ¥ O0JbHBIX YaCTO BCTpe-
JaeTcss Kapuec, XpOHMIECKUI TOH3WILINT CTPEINTOKOK-
KOBO# 3THo0THN. OTMEUCHO TaKKe YBEJTMUCHIE TUTPOB
IgA-aHTUTEN K TYOEPKYJIE€3HON MUKOOAKTEPUU, KOTOPbIE
TMEPEeKPECTHO pPearupyoT ¢ HEKOTOPBIMHM CEPOTHIIAMU
crapmiokokka. nst 6one3nu bexuyera xapakrepHa He
aHTUTEH-cIeInPrIecKas, a 00IIast THIIePPEaKTUBHOCTh
T-muMboLIMTOB, KOTOpast MPOSIBIISICTCST YCUJIICHUEM WM-
MYHHOTO OTBETa IIPU UX CTUMYJISIIIAM CYIICPAaHTUTCHOM
crapmiokokka. Ha coOcTBeHHOM MaTepuaje Kapuec
OBLT BEIIBJICH B 4, XpOHNYECKHNI TOH3WUINT — B 2 U Ty-
6epKyire3Has mHGpeKIus — B 1 cirydae. B 2 HaOmomeHISIX
pa3BUTHIO 3a00JICBaHUS IIPEOIISCTBOBAIO OOIIee mepe-
oXJIaXIeHME.

bone3nb bexdera He SBAsIETCSI MOHOT€HHBIM 3a00-
JIeBaHWEM, W IO HACTOSIIETO BpeMEHM He pa3paboTaHa
MOIEIb €ro HacaenoBaHUs. B TO Xe BpeMs MMEIOTCST SIB-
HbIC UMMYHOTEHETUYECKIE MapKePHl, ITOATBEPKIAIOIIIEC
poib HaciemcTBeHHOCTH. HeoOrraHOE reorpadmaeckoe
pacmpocTpaHeHHe 0OJIe3HM, a TaKKe YeTKasl CBSI3b C all-
Jenbio B51 rmaBHOTO KOMILIEKCAa THCTOCOBMECTUMOCTH
(HLA — Human Leukocyte Antigens) CBHIETEIbCTBYIOT
0 TOM, YTO CYIIIECTBYET I'eH, OTBETCTBEHHEII 32 pa3BUTHE
00JIC3HN WUIM WTPAOIINI KOCBEHHYIO pOJIb B BOCIIAJIM-
TelbHOM mpolecce [4]. KpoMme TOro, M3BECTHBI ceMeii-
HBIC ciydan 3abosieBaHusa. Hamnune HaclieICTBEHHBIX
¢$aKkTOpOB pUCKa MMOATBEPXKIACTCS TCHETHUECCKOM aHTH-
OUITaIeil — BO3HMKHOBCHHMEM OOJIC3HU B TIOCIICOYIO-
IIIeM ITOKOJICHNH B 00JIee paHHEM Bo3pacTe.

B peanmmzanny reHeTUYECKOI MPeapacIioIoXeHHOC-
TH K 00J1e3HN bexdueTa MOTYT y9acTBOBaTh M ITe¢HBI (DaK-
TOopa HeKpo3a omyxoim-o. [loxaraior, 4To IIpempacmo-
JIOKEHHOCTH K 3a00JIeBaHUIO BEHIIIE Y JIMIL C TCHETHUIEC-
KM IeTePMUHHUPOBAHHBIM Ie(eKTOM CHHTe3a (haKTopa

Tabauua
Pacnpedenenue nayuenmos c 6oaesnvio bexuema no noay u sospacmy
KonmuuectBo HabmoneHmit
IMon
20—30 net 30—40 ner 40—50 net
Myxckoii 1 1 —
Kenckuit 2 1 2
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HEKpOo3a OIyXoJu. Y G0JbHBIX C TPOMOOTUYECKUMU OC-
JIOXKHEHMSIMMU Yallle, YEM Yy IPpYyTuX NalMeHTOB, BCTpeya-
eTcs MyTaluMs reHa V ¢paktopa CBepThIBaHUS.

Ha cob6ctBenHoMm marepuane auienb HLA B51 Owu1a
obHapyXeHa B 3 ciyJasax (B 2 cIyJasix OTCyTCTBOBaJIa, B 2
clTydasix TeHOTHUIT HE OTpeAesics). Y OMHOU MallueHTKU
nmenochk couetanne HLA B51 m HLA B27. CemeiiHbrit
XapakTep 3a00JieBaHUsI MPOCIEXKUBAJICS B ABYX CIIydasix.
Tak, 6ompHOM U., crpagaBmnii 6one3nbio bexuera ¢ 27
JIET, UMeJT INTEMSTHHUILY (I09Yb OpaTta), TAKKe CTPagaBIIyIO
9TUM 3ab6ojieBaHueM. PoICTBEHHUKU ObLIM HOCUTEISIMU
HLA B51. Ewie B omHOM cllydae y ABYX IBOIOPOIHBIX CEC-
Tep (110 JIMHUM MaTepy) MYKYWHBI, CTpagaBIIEro 00je3-
Hblo bexyera, nuarHocTUpoBaH a(TO3HBINA CTOMATUT C
YacTbIMU peLIANBaAMMU.

YauTEIBass OTCYTCTBUE CIEIIM(HIESCKHUX JIabopaTop-
HBIX MapKepoB, AuarHo3 0oJjie3Hu bexyeta B mepBylO
odepeab OCHOBEIBACTCS Ha KIIMHWYECKOM KapTtuHe [1, 2,
5]. o marueM International Study Group for Behcet’s
disease (1990), mrsg ITOCTAHOBKM AMArHO3a HEOOXOOMMa
peTHCTpanusi OCHOBHOTO — a(pTO3HBIX WX TepreTrudop-
MHBIX U3bSI3BJICHUIA B MOJIOCTU pTa — U HE MEHEe ABYX
IOTTOTHUTENIBHBIX TTpU3HAKOB. Cpennt HUX — PEeIUINBH-
pylollie TeHUTAIbHbIE U3BS3BICHUS, MOPAXKEHUE I1a3
(yBeuT M np.), MopakeHUs KOXM, HAIIOMUHAIOIINE y3-
JIOBATyIO 3PUTEMY, IICeBIOMOINKYIUT M TAITYJIOIyCTY-
JIE3HbIE MOPAXXEHUS U MOJIOKUTENbHbBIN TECT «ITaTePTU».
IMocnenHuii mogpasyMeBaeT BO3HUMKHOBEHHE 3pUTEMa-
TO3HOU ITanyJIsl nramMeTpoMm 6ostee 0,2 cM gyepe3 48 yacoB
MocJie yKoja CTepUJIbHOU WO MOoJ KOXY Ha INIyOuHY
0,5 cm. bomesns bexdyera muddepeHIUPYIOT ¢ XPOHU-
YeCKNM aPTO3HBIM CTOMATHTOM, TepPIIETHYECCKIMU TIOpa-
XKEHUSIMHA, CUCTEMHOM KpaCcHOI BOJIYaHKOI, MHOTAA — C
capkouao3oM, 6oje3Hblo KpoHa, peaKTUBHBIMU apTpU-
TaMM, CEMEIHOM Cpean3eMHOMOPCKOM JIMXOpaaKoit (Ire-
PUOAMIECKOM 00JIC3HBIO), PA3IMIHBIMUA BaCKyJIUTAMU U
TyOepKYJIE30M.

Hawubosee Tskeno mnporekaeT 3a00JIeBaHUE Y MOJIO-
JIBIX MYXXUMH: OCTpO€ JIMXOPAaAO4YHOE COCTOSIHME C 00-
LIMPHBIMU U3BSI3BICHUSIMU CIIM3UCTBIX 000JI0YEK, TSIKe-
JIBIM MOJIMAPTPUTOM W BUCLIEPATbHBIMU MOPAKEHUSIMU.
Hawubonee cepbe3HbIMUA OCIOXHEHUSIMU Ooje3Hu bex-
yeTa SIBJISIIOTCSI YBEUT, CJIENOTa, MEHUMHTOHILEMaIuT u
pa3pbiBbl aHEBPU3M KPYITHBIX COCYIOB.

Ha cobctBeHHOM Martepuaje y Bcex MaleHTOB 3ape-
TUCTPUPOBAH PEeHUAMBUPYIOMINI a(pTO3HBIA CTOMATUT
(B2 caydasx — TsDKelloe TedeHHUe). PenmmmBupyroIime
TeHUTAJIbHBIE M3bI3BIICHUSI OOHApYXeHHI B 4, mopaxe-
HHeE IJIa3 — B 3, MMOpaxkeHNe KOXN — B 4 (B T.4. TECT «I1a-
Tepru» — B 1) W MOpaxkeHHe CYCTaBOB — B 3 CiIydJasix.
IlopaxeHuit LieHTpaIbHOM U TIepUPepUIECKO HEPBHOM
CUCTEMBbI, KETYIOYHO-KHUIIEYHOrO TpaKTa W KPYITHBIX
COCYZIOB HE Ha0JII0O1AJIOCh.

Benyieit mpobyieMoii y OMIHOTO U3 OOJIBHBIX SIBUJIOCH
TSKEJI0e TopakeHue Traa3 (XpOHWYECKMI peluanBU-
PYIOIINI YBEUT C IIPOTPECCHUPYIONIEH MOTepeil 3peHMs).
B apyrom ciyyae y XEHIIMHBI 3aperucTpUpPOBaHbI TsI-
JKeJIoe MopaXKeHUe CIM3UCTBIX 000J0YEK PTa U MOJOBBIX

OPUIT'NMHAJIbHBIE UCCJIELOBAHUSA

OpraHoOB, CKJIOHHO€ K YacTbIM peLMAvMBaM, a TakxKe Mo-
60uHBIC 3((PEKTHI TEPAITUM B BUIE PaCIPOCTPAHEHHOTO
OCTEOIIOPO3a M CTEPOMITHON MUOTIATHH.

B nedyenum OGone3Hu bexyeTra MCHONB3YIOTCS TJIIO-
KOKOPTHKOCTEPOUILI U MPEIHU30JIOH B Pa3IMIHBIX HO-
3aX. B TSLKeNIbIX cydasix TMPUMEHSICTCST ITYJIbCTEPaITHs
METHUIIPEIOM, IIUTOCTATHKN (METOTpeKcaT, a3aTUOIPUH,
nukinodocdan). [Ipu mopakeHNN CIM3UCTBIX 000JI0UYEK
pEeKOMEHIIyeTCsI MeCTHasI Tepanus. Bce Hallm malmeHTHI
IPUHUMAJIN TIPETHU30JI0H B pa3INYHBIX J03aX M PEXKU-
max. [Ipm mopakeHUM CIM3UCTBIX 00O0JI0YEK TOITOTHU-
TEJTbHO HAa3HAYaJICAd KOJXWIIMH M aMHUHOXWHOJMHOBBIC
npenapaTsl. [Ipy TsoKeToM IOpakeHUH TJ1a3 ¢ YaCTBIMU
peluauBaMM M BBHICOKMM PHCKOM ITOTEPH 3PCHUS HC-
TOJIB30BaJICT HUKIocTopuH A. IlomoXuTe bHBIN 3h-
¢eKT Ha MOMEHT HaIMCaHUsI JTaHHOM CTaTbU He OBLI I0-
CTUTHYT TOJIbKO B OJHOM CJIy4ae.

ITo naHHBIM psiia aBTOPOB, S-JIETHSISI BBLKMBAEMOCTh
npu 6one3nu bexuera cocrasisier 100%. B ciyuyae mos-
MHE TWaTHOCTHKM JIeYCHNE HE TIPUBOAUT K BOCCTAHOB-
JICHUIO TIOTePSHHBIX (GYHKIINI (HammpuMep, IIpH Mopake-
HUM I1a3 — cjeroTa). [Ipy oTCyTCTBUM JIeUeHUSI CMEPT-
HOCTbh B TeueHue 5 jeT gocrturaet 4—16%. IpuunHamMu
CMEpPTH SIBJISIIOTCS. TIOPaXXCHUS IEHTPAJIbHOM HEpPBHOM
CHCTeMBbI M KPYIHBIX COCYHOB (TpOMOO3BI, aHEBPU3MBI
C pa3phIBOM), MOpakeHHEe KUIICYHWKA (Iepdopalins),
nopaxeHune JIeTKux (KpoBoreueHne). IIporaos mpu 60-
ne3nu bexyera B menom GiaronpugaTHBIN [3]. BoBpeMs
HavaToe JICUCHUE ITO3BOJISICT Ha MOJITHE TOOBI IIPOMINTh
TPYAOCIIOCOOHOCTD MAIIMECHTA.
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Summary — The typical features of diagnostics, differential di-
agnostics and principles of treatment of the Bechet disease on
a material of own 7 supervisions are described. The brief review
of the literature devoted to the etiology and epidemiology of this
disease is given. The necessity of correct diagnostics and ade-
quate therapy of the disease that provides 100% 5-years survival
rate of patients is emphasized.
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