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B 1937 r. Typeukuii nepmaronor bexyer (Hulusi
Behcet) omybiankoBanm cooOIIeHHE O Tpex CiIydasx 3a0o-
JIeBaHWSsI, TO31HEE HA3BaHHOTO €ro MMeHeM. TUMUYHBIM
MpOsSIBJIEHUEM OOJIe3HU SIBJISIETCS KIMHUYECKas Tpuana,
BKJIIOYAMONIAs PELUAMBUPYIOIINI adTO3HBI CTOMATHUT,
SI3BBI TOJIOBBIX OPTaHOB W peluauBUpylomuit yBeur. Omn-
HaKoO caMOMYy TMepBOMY YIIOMUHAHUIO O 3a00JieBaHUU, TIO
BuauMoMy, yxke okojio 2500 ser. OHo mpuHamiIexXuT [nm-
MoKpaTy, KoTopsiii B 450—377 rogax 1o H.3. OomMcall dHOES-
Mu4Hoe st Manoit A3uun 3ab01eBaHue, TIPOSBIISIONIEeCs
adTO3HBIMU SI3BaMM, TEHUTAJTbHBIMU BBICBIIAHUSIMU U
XPOHUYECKON o¢TalbMueil, IPUBOAAIICH K HAPYIICHUIO
3peHus. B nanpHelilemM ymoMuHaHus 00 3TOW MaTOJOTUU
B MEIMLIMHCKOW JUTEpaType OTCYTCTBOBAJIMU BILIOTh MO
1900 x romoB, Korma Kjlaccuuyeckas Tpuajga BHOBb Obliaa
onucaHa B Esporne. [lepBoHayaibHO CUMIITOMOKOMIIJIEKC
paccMaTpuBalICsl KakK MposiBIeHue cuduinca, U TOIbKO
B 1937 r. Bexuer mpeAnoa0XuiI CYUTaTh 3TO 3a00IeBaHNe
camoctositenbHbIM. C 1947 1. Gone3Hb bexuera crana 00-
EeNpU3HAHHOM HO30JI0TMYEeCKOM eAuHUIIEeH [6].

Ilo coBpemMeHHBIM TipeAacTaBAeHUsIM, Oone3Hb bex-
gyera (M35.2 mo MKDbB 10) paccmaTrpuBaeTcs KakK CHUC-
TEeMHBI BaCKYJUT, XapaKTepU3YIOIIUICS BOBJIEUEHUEM
B MaTOJOTUYECKUI TMpOLleCC BeH, apTepuil, KamuuIsipoB
U TPOSIBASIONIMICS TTOPaXXEHUEM CIM3UCTBIX 000JI0YeK,
KOXWU, HEPBHOW M CEpPAEYHO COCYAMCTON CHUCTEM, Jer-
KUX, XEJYyIOYHO KHUIIEYHOTO M YPOTeHUTAJIbHOTO Tpak-
TOB, a TAaK:K€ KOCTHO MBIIIEYHO# cucTeMHl [1-3, 5].

Bone3np bexyera BcTpeuaercss B pa3jUYHBIX reorpa-
¢buyecknx 30HaxX 3eMHOTO Iapa, B ToM uucie u B Poc-
cuu. HaunbGonbiasi ee pacmpocTpaHEHHOCTh OTMEYAETCs
B Typumu u coctaBisier 80—370 ciaygaeB Ha 100 000 Ha-
cenennsa. PacmpocrpanenHocts B Amonun, Kopee, Ku-
tae, Upane u CaymoBckoii ApaBuu Koyebiercs ot 13,5
mo 20 coyyaeB Ha 100 000 HaceleHUsI, B TO BpeMs Kak B
crpanax 3anana (Anrnuu u CIIA) ona vuxe (0,64 u 0,33
Ha 100 000 HacenmeHus: cooTBeTcTBeHHO). B Poccum, mo
nmanHeIM HU MU peBmatonorum PAMH, stor moka3saTenb
pocturaer 3 Ha 100000 Hacemenust. B I'epmanum dac-
TOTa BBISIBIeHUs Oone3Hu bexdera cpean >MUTPaHTOB
TYpeLIKOTO MpomMcxoXmeHus cocraBimsger 21 Ha 100 000
HaceJleHusl, 4TO yCTymaeT TakoBoW B Typuwu, OgHAKO
3HAYUTEJbHO TPEBOCXOIUT PACIPOCTPAHEHHOCTh Cpeau
kopeHHEIX XuTeneit ['epmannu. Ha 100 000 HaceneHus B
Anonnn exeromHo peructpupyercs 10, B8 Typmum — 190,

5

B EBpome u CIIIA — 6 HOBBIX cily4yaeB 3TOro 3aboseBa-
Hug [3]. [Io Poccuu aHamornvyHbie TaHHBIE OTCYTCTBYIOT.
C MoMeHTa 00pa3oBaHUs PEeBMATOJOTHYECKOTO KaOWHE-
Ta B CTPYKType KOHCYJbTaTMBHOM MoJukKIWHUKKA Caxa-
JIMHCKOM 00JIaCTHON OOJBHUIIBI OBLJIO BBISIBICHO 7 CIIy-
yaeB 6oe3Hn bexyeTa, 4TO TOXOMMIIO B OTACIBHBIC TOIBI
a0 1,6 ma 100 000 Hacenenus (tabu.).

YacroTa pa3BUTHSI 3a00JieBaHUS CpPeIM POJICTBEH-
HUKOB cocTaBisieT 2—5%, uckmiovass ctpanbl CpemxHero
Boctoka, rme oHa kozie6aercsa or 10 no 15%. B Smonun
u Kopee 6ose3nnr bexuera yamne mopaxaer XXeHIIWH, B TO
BpeMs Kak B cTpaHax CpenHero BocTtoka cpenu 60JIbHBIX
npeobiagaloT MyXduHBL. Hambomee wacto mebior 3a00-
JIeBaHMS peTucTpupyercsa B Bo3pacte 30—40 net [3, 5].

DTuonorus 0Ooje3HU bexuera A0 HAcCTOAIIETo Bpe-
MeHM HeusBecTHa. [lonydeHbl aKThI, yKa3bIBaloIne Ha
BO3MOXHYIO poJib MH(peKInii. ¥ OOJIbHBIX YaCTO BCTpE-
yaeTcsd Kapuec, XpOHUYECKMH TOH3WILIMT CTPENTOKOK-
KOBOI1 atrosorn. OTMEeUeHO TakXe YBeJUUeHUE TUTPOB
IgA aHTHTEN K TYyOEepKYIEe3HOM MUKOOAKTEpHU, KOTOPHIE
MepeKpecTHO pearupyloT ¢ HEKOTOPHIMU CEPOTUIIAMU
cradunokokka. [ng Oomesnm bexdyera xapakrepHa He
aHTUTEH creluduvecKas, a 001Ias TuneppeakTUBHOCTD
T numdounToB, KOTOpas MPOSBISIETCS YCUIEHUEM HM-
MYHHOTO OTBETa MPU HUX CTUMYJISIIUM CYIepaHTUTCHOM
cradmiokokka. Ha cobGcTBeHHOM Marepualie Kapuec
OB BBISIBJICH B 4, XpOHUYECKUI TOH3WJIJIUT — B 2 U Ty-
OepkynesHas nHGeKuuI — B 1 caydae. B 2 HabmogeHUSIX
pa3BUTHIO 3ab0JeBaHUS TMPEIIISCTBOBAIO 00IIee Iepe-
oXJIaXIeHUE.

Bone3snp bexdyera He sgBisieTCS MOHOTEHHBIM 3a00-
JieBaHWEM, M J0 HACTOSIIETO BpeMeHM He pa3paboTaHa
MOJIeNIb €T0 HacjemoBaHUsI. B To ke BpeMs MMEIOTCS SIB-
HbIe MMMYHOTEHETHUYECKE MapKephl, MOATBEPXKIAIONINE
poib HacleACTBEeHHOCTH. HeoOGbIuHOe Teorpadudeckoe
pacmpocTpaHeHHMe OOJIe3HU, a TaKXkKe YeTKasl CBSI3b C aj-
nenpio B51 TimaBHOro KoMIuieKca TMCTOCOBMECTUMOCTHU
(HLA — Human Leukocyte Antigens) CBUIOETEIBbCTBYIOT
0 TOM, YTO CYILIECTBYET T€H, OTBETCTBCHHBIN 3a pa3BUTHE
60JIE3HN WJIM WTPAIOIINii KOCBEHHYIO POJb B BOCIAJIM-
TenbHOM Ipomecce [4]. Kpome Toro, m3BeCcTHBI ceMeil-
HBbIe ciydad 3abosieBaHusa. Hanmuuwme HacaeICTBEHHBIX
(akTOpOB pHCKa MOATBEpXAAaeTCS TEHETUUECKOW aHTU-
UMmanueit — BO3HUKHOBEHUWEM OOJIe3HW B TOCIEOYIO-
IeM TTOKOJIeHUM B O60Jiee paHHEM BO3pacTe.

B peanusanuum reHeTMYECKOU MpeapacIiookeHHOC-
™M K 60jie3Hn bexwyera MoryT yyacTBOBaTh M T€HHI (hak-
Topa HeKpo3a omyxonu a. [lomaralor, 4To Tpeapacro-
JIOXXEHHOCTh K 3a00JIeBaHUIO BBIIIE Y JIUI C TeHETUYeC-
KM JeTepMUHUPOBAHHBIM He(eKTOM CHHTe3a (dakTopa

Tabauuya
Pacnpedenenue nayuenmos c 6one3nvro bexuema no noay u eospacmy
KonuyectBo HabmomeHuit
IMon
20—30 net 30—40 net 40—50 net
Myxckoit 1 1 -
Kenckuit 2 1 2
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HEKpOo3a OIMyxoyu. Y OOJIbHBIX C TPOMOOTUYECKUMHU OC
JIOKHEHUSIMU Yalie, 4YeM Y IpYrux MmaiueHToB, BCTpeda
ercs myTauus reHa V ¢pakTopa cBepThIBaHMUS.

Ha cobctBenHoM Mmatepuane amiens HLA B51 Obta
oOHapyXeHa B 3 ciydasx (B 2 ciydasix OTCYTCTBOBaja, B 2
clTyJasix TeHOTUIT He OTIpeesics). Y OMHOM MalueHTKHI
umenock couetanue HLA B51 u HLA B27. Cemeiinbiit
XapakTep 3a00JieBaHUS TIPOCIEXUBANICSI B NBYX CIydasx.
Tak, 6ompHOI W., cTpamaBmmnii 6one3Hpio bexuera ¢ 27
JIeT, UMeJI TIIeMSIHHUIY (10Yb OpaTta), TakKe CTpaaaBIIyio
9TUM 3abosieBaHUEM. PONICTBEHHUKY ObIIM HOCUTEISIMU
HLA B51. Eme B omHOM ciIy4ae y OABYX IBOIOPOITHBIX CEC
Tep (Mo JUHUM MaTepu) MYXUUHBI, cTpaaaBiiero 6oues
Hbl0o bexuera, auarHocTupoBaH adTO3HBINA CTOMATUT C
YaCThIMU pelUAUBaAMU.

YuuteiBasg OTCYTCTBUE crienuduueckux JabopaTtop
HBIX MapKepoB, auar{Ho3 0Oone3Hu bexuyeta B mepByio
oyepeab OCHOBBIBAETCSI HAa KIMHUYECKOUW KapTuHe [1, 2,
5]. Ilo manueM International Study Group for Behcet’s
disease (1990), a1 mocTaHOBKM OMarHo3a HeoOXomuma
perucTpainus OCHOBHOTO — a(hTO3HBIX WU TrepreTudop
MHBIX M3BS3BJICHUN B MOJTOCTU pTa — U HE MEHEee ABYX
NOTIOJTHUTENbHBIX TpU3HaKoB. Cpenu HUX — PEeLUaUBU
pylollle TeHUTaJbHbIe M3BS3BICHUS, MOpaXeHue ria3
(yBeuT M ap.), MOpaxXeHus KOXU, HallOMUHaWIIEe y3
JIOBATYl0 3pUTEMY, MCEBAOGMOIUKYIUT U TAMYTOMyCTy
JIE3HbIE TTOPAXEHUS U TTOJOXUTEIbHBIN TECT «MaTEPTUM».
ITocnenHuit moapasyMeBaeT BO3ZHUKHOBEHUE 3pUTEMa
TO3HOM mamyibel nuameTpoM 6osee 0,2 cMm depe3 48 gacoB
MmocJje yKoja CTepWIbHOW MTJION TOJ KOXY Ha TJIyOuHY
0,5 cm. Bbone3nnr bexdera muddepeHIMPYIOT ¢ XpOHU
YyeCKUM a()TO3ZHBIM CTOMATUTOM, TepTIETUYECKUMU TTOpa
XEHUSIMU, CACTEMHOM KPAaCHOUW BOJYAHKOU, MHOTAA — C
capkouao3oM, 6osie3Hblo KpoHa, peaKTUBHBIMU apTpu
TaM#, CeMEeMHOM cpean3eMHOMOPCKON JINXOpaaKoi (me
pUOANYECKOU 00JIE3HBI0), PA3TUYHBIMUA BACKYJIUTAMU U
TyOCpKYJIe30M.

HaubGonee Tsixeno mporekaeT 3abojeBaHUE Y MOJIO
IObIX MYXUYMH: OCTPOE€ JIMXOPago0YHOE COCTOSIHME C 00
IMUPHBIMU U3bSA3BICHUSIMU CIU3UCTBIX 000JI0UYEK, TSXKE
JIBIM TIOJIMAPTPUTOM M BUCILIEPATbHBIMU TOPAXKEHUSIMU.
HaubGonee cepbe3HbIMU OCIOXHEHUSIMU Oone3Hu bex
yera SIBISIOTCS YBEUT, CJIEMOTa, MEHUHTO3HIehaTuT U
pPa3pbIBBl aHEBPU3M KPYITHBIX COCYIIOB.

Ha coGcTBeHHOM MaTepuase y Bcex MallueHTOB 3ape
TUCTPUPOBAH PELUAMBUPYIOIINNA a(TO3HBII CTOMATUT
(B2 cimydyasgx — TSXeloe TedeHue). Pemumusmpylommue
TeHUTaJIbHbIE U3bSI3BJICHUS OOHApyXeHbl B 4, mopaxe
HHe I71a3 — B 3, mopaxkeHue KOXH — B 4 (B T.4. TECT «I1a
Teprud» — B 1) W mopaxkeHHe CYCTaBOB — B 3 ciydasx.
ITopaxeHnii HeHTpaIbHON U ITepUepUICCKON HEPBHOK
CUCTEMBI, XETYAOUYHO KMUIIEYHOTO TpakKTa M KPYIMHBIX
COCyIIOB He HabJII0Aan0Ch.

Benymieit mpo6ieMoil y OTHOTO M3 OOJBHEIX SIBUJIOCH
TSKeoe TopaxkeHue mia3 (XpOHWYECKUN peluanBU
PYOIIMIA YBEUT C MPOTPEeCCUPYIONIEH IOTepeil 3peHms).
B npyroMm ciydae y >KEHIIMHBI 3aperucTPUpPOBAHBI TS
KeJloe MopakeHWe CIU3UCTHIX 000JI0UeK pPTa U MOJTOBBIX

OPUITMHAJIbHBIE UCCJTIEAOBAHUSA

OpPraHoOB, CKJOHHOE K YaCThIM PelMAMBAaM, a TaKXe ITO-
60uHbIe 3G GEKTH Tepamuyu B BUAE PaCIIPOCTPaHEHHOTO
0OCTEOIopOo3a U CTEPOUTHON MUOTIATUH.

B neyenum OonesHu bexuera wmcmonb3yloTcs IO
KOKOPTUKOCTEPOMIIBI M TPETHU30JOH B Pa3JIUYHBIX J1O-
3ax. B TSKedbIX clydasx MpUMEHSIETCS MyIbCTeparus
METUTIPEAOM, IIUTOCTATUKU (METOTpEeKCaT, a3aTUOIPUH,
nukiodocdan). [Ipu mopakeHUN CIU3UCTHIX 000I0IEK
pEeKOMEHIyeTCsa MecTHas Tepanus. Bce Hamm maMeHTH
MMPUHUMAaIU TPEIHU30JIOH B Pa3IMUYHBIX J03aX U PeXU-
Max. [lpu TopakeHUM CIM3HUCTBIX 000JTOYEK JTOTOJTHU-
TeIbHO Ha3HavaJcsd KOJNXUIIMH W aMUHOXWUHOJWHOBBIE
npenapathl. [Ipu TSKeTOM TOpaXeHUM TJIa3 ¢ YaCTHIMU
pelMauBaMM W BBICOKUM PHCKOM TIOTePU 3PEHUS MC-
nmoab3oBaics nukiaocnopud A. IlomoxutenbHblil 3(]-
(bekT Ha MOMEHT HalmMcaHUs JaHHOM CTaThbM He OBLIT J10-
CTUTHYT TOJIbKO B OTHOM CJIyyae.

ITo maHHBIM psia aBTOPOB, 5 JIETHSS BBIXUBAEMOCTD
npu 6one3nu bexuera cocrtaBnsger 100%. B ciayyae mos-
OHEeW TUaTHOCTUKHU JieUeHHWEe He TMPUBOIUT K BOCCTAHOB-
JICHWIO TTOTePSIHHBIX QYHKIIMI (HalpuMep, P Imopaxe-
HUM Ta3 — cjernora). [Ipu OTCYyTCTBUU JIeUeHUS] CMEpT-
HOCThb B TeueHue 5 jeT mocturaer 4—16%. IlpuunHamu
CMEpTH SIBIISIIOTCSI TIOpaXkKeHWs LEeHTPaJdbHOW HEepBHOU
CHCTEMBI M KPYITHBIX COCYIOB (TPOMOO3BI, aHEBPU3MBI
C pa3peIBOM), IIOpaxkeHHe KuIlledHuKa (mepdopamus),
nmopaxeHne Jerkux (KpoporeueHmue). [IporHos mpu 060-
ne3nn bexdera B meaom OnaronpuaTtHEIA [3]. BoBpems
HavaToe JIeueHre TMO3BOJISIET Ha MOJITUE TOABI MPOIJIUTH
TPYAOCTIOCOOHOCTh TMallMeHTA.

Jlureparypa

1. Haconoe E.JI., Bapanos A.A., Hluskuna HII. Backyau-
muiusackyronamuu. — fApocaaénv: Bepxusas Boaea, 1999.

2. Pykoeodcmeo no enympennum 6ose3uim / nod peo.
B.A. Haconoeoii u H.B. bynuyka. — M.: Meduyuna, 1997.

3. Cmepaune J]. B. Cexpemut peemamonoeuu /nep. ¢ ane. —
M.: BUHOM; CIl6.: Hesckuii ouanexm, 1999.

4. Direskeneli H. // Annals of the rheumatic diseases. —
2001. — Vol. 60, No. 11. — P. 996—1002.

5. Sakane T., Takeno M., Suzuki N, Inaba G. // The
New England journal of medicine. — 1999. — Vol. 341,
No. 17. —P. 1284—1291.

6. VerityD.H., WallaceG.R., VaughanR.W., Stanford M.R.
// British journal of ophthalmology. — 2003. — Vol. 87,
No. 9. — P. 1175—1183.

Tlocmynuna e pedaxuyuro 27.04.2007.

THE RARE RHEUMATIC DISEASES IN PRACTICE

OF THE RHEUMATOLOGIST OF THE POLYCLINIC

L.P. Lisina, J.V. Zaporoshchuk

Sakhalin Regional Hospital (Yuzhno-Sakhalinsk)

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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