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Bbonesnb bexuera (bB) — cucremHbIit Bac-
KYJUT HEM3BECTHOM 3TUOJIOTHH, XapaKTepU3yto-
LIUIICS TOpakeHUEeM COCYIOB JIFOOO0TO TUTIA U Ka-
JMOpa, MPOSIBJISIOIIUICS PELUANBAMU SI3BEHHO-
IO Mpoliecca B POTOBOM MOJIOCTU ¥ HA TCHUTAJIN-

SIX, TIOPaKEHHMEM IJ1a3, CYCTaBOB, XEJIYJIOUHO-
kuireyHoro tpakrta (2KKT), neHTpanbHO HepB-
Hoii cuctembl (LIHC) u npyrux opraHos. Mmeer
XPOHMUYECKOE TEUEHUE C HEIMpeacKa3yeMbIMU
obocTpeHus MU U pemuccusimu. OTCyTCTBHE Te-
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panuy MPUBOAUT K MHBATUIN3AINY U YTPO3€e XKU3HU MalleH-
Ta. 3abosieBaHNe HOCUT MMs Typelkoro aepmarosnora Huluci
Behcet, onucasiiero B 1937 . coueTaHue TpeX CUMITTOMOB (S13B
POTOBOIi TIOJIOCTU, TEHUTATUIA U TIATOJOTHUIO TJ1a3) KaK eIMHOe
3abosieBaHue [1—3].

B nocienHue roabl MHOTME 9KCIEPTHI pejiaraloT 3a-
MEHUTbh TePMUH «00se3Hb bexuera» Ha «cuHApoM bexue-
Ta», TaK KaK OIpeaesieHre «CUHAPOM» 00Jiee TOYHO OTpa-
JKaeT CYIIHOCTb 3a0oJieBaHMSsI, MPENCTaBISIONIEro co0oi
COBOKYITHOCTh cUMNOTOMOB. leorpaduueckue pasnuuus
B BBIPAXXEHHOCTU 3a00JeBaHUsI, YACTOTE OTAEIbHBIX CUM-
NTOMOB, CEMEMHOM arperaliMu HEKOTOPBIX U3 HUX, a TAKXKeE
OTBETHOI peakliuy Ha JIeKapCTBEHHbIE CPEICTBA, OCOOEHHO
Ha MHTUOUTOPHI IUTOKUHOB, TIPU PA3TUYHBIX KIMHUYECKUX
MPOSIBJICHUSIX MMOATBepKAatoT 370 [4, 5]. Takke mpemnoxe-
HO BbLAEATH HiecTh (heHOTUIoB (BapuaHToB) bb no npeo6-
JlajallleMy KIMHUYECKOMY CUHIPOMY: CIAU3UCTO-KOX-
HBI, CYCTABHOUW, MHTECTUHAJIbHBINA, COCYANUCTHIA, C BOBJIE-
YeHHUeM TJia3, ¢ MapeHXMMAaTO3HbIM MOpaXXeHUeM HEPBHOM
cucTeMsl [6].

JTnonorua m natoreHes

Tounas npuunHa Bb HeusBecTHa, 00CyXaalOTCsI POJIb
TeHETUYECKON MPeapacroioXXeHHOCTH U BIusHUE (HakKTOPOB
oKpyxKaioiei cpensl. Takue dakTopsl, Kak MH(PEKIUsI, HApYy-
1meHuss Mukpooroma poropoit monoctu u XKKT, ctpecc, 3a-
TpsSI3HEHUE OKPYXXAIOIIel Cpelbl, pacCMaTPUBAIOTCS B Kade-
CTBEe TPUTTEPOB ayTOBOCIIATTUTEILHOM U ayTOMMMYHHOU peak-
LIMA B OpTaHU3Me JIIOJIel — HOCUTEJIel TeHOB, aCCOLMUPYIO-
muxcs ¢ bb. Beuiensior 4etbipe KpuTepusi, J0Ka3bIBAIOIINX
TeHEeTUYECKYIO MpeapacojioxeHHocTh K bb: onpeneseHHoe
reorpaduyeckoe pacrnpocTpaHeHue OO0JEe3HU, CEMEMHYIO ar-
perauuio, cBs3b ¢ | KJlaccOM CUCTEMBbI THCTOCOBMECTUMOCTH
yenoBeka (HLA), a umenHo — HLA-B5101, noaumopdusm
TeHOB, KOHTPOJUPYIOLIMX MMMYHHBII OTBeT. B Hacrosiuee
BpeMsI 0OHapy>K€HO MHOXECTBO TaK Ha3biBaeMbiXx He-HLA-
reHoB, accouuupyomuxcsi ¢ BB, Kk KOTopsIM OTHOCSITCS Te-
HBI, KOMUPYIOIIE CUHTE3 Psifla IUTOKUHOB, (haKTOPOB POCTA,
Mosekyn aare3un. Cuuraercs, uro bb B OGosnbiieit creneHu
OTHOCUTCS K THUNUYHBIM Thl-omocpenoBaHHBIM BOCTIAH-
TeJHHBIM 3a00JIeBaHUSAM, CBSI3aHHBIM C TUCOAIAHCOM BpPOXK-
NeHHoro (innate) uMMyHuTeTa W aktuBauueil T-nmumdouu-
toB-xenrnepoB (Helper) 1-ro tumna (Thl), xapakTepusyommm-
cs noBbllIeHUEM ypoBHs Thl-uuTOKMHOB — MHTEpdeEepoHa y
(MDHYy), unrepneiikuna 2 (UJ12), pakropa Hekpo3a oryxo-
m o (PHOw), Uilla, NIT1R, W6, NIT12, U113, UJT15. Cy-
LIECTBYIOT N0Ka3aTeJbCTBA MOBBIIIEHUSI YPOBHS U BaxKHOM
ponu B pa3Butuu bb nmtokuHoB, acconuunpytommxcs ¢ Th17,
B yacTHOCTU — cooTHowmeHus MJI117/ UJ123 [2, 7]. CornacHo
TOCTIENHUM HayYHBIM TPENCTaBIeHUSIM, BaXXHYIO POJIb B IMa-
toreHe3e bbb wurpaioT ayroaHTUreH-omOCpENOBaHHEBIE ayTO-
BOCTIAJIUTEIbHBIC peakuuu |3, 8, 9].

dnupemuonorus

3aboneBaHue HauboJyiee pacrpo-
CTpaHEHO B CTpaHaX, KOTOPhIe pacIoia-
raroTCs BIOJIb UCTOpUYECKOro Bemrkoro
IEJIKOBOTO YTH, IIPOCTUPAIOIIETOCsST OT
BocrouHoit Asun go CpeanseMHOMO-
pba. Pexxe bb Bctpeuaercst B CeBepHoit
u FOxHoit AMepuke, a Takke B CeBep-
Hoii EBporie. DInmeMuoaI0rndecKme uc-
CJIeIOBAaHMS JIECMOHCTPUPYIOT HAaUOOJIb-
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LIYIO pacIpOCTpaHeHHOCTh 0os1e3Hu B Typuuu (80—600 ciryda-
eB Ha 100 ThIC. HaueneHus), Mpane u Mpake (70 Ha 100 ThIC.),
Kopee (35 1a 100 TbIc.), Kurae (14 Ha 100 THIC.), SATTOHMUM (11,9
Ha 100 Teic.). B EBpome cpenmHsisi BcTpeuaeMocTh 3abojieBa-
Hus — 3,3 Ha 100 TeIC. HaceneHus |2, 3, 7, 10]. DnuaeMuonoru-
YeCKUX IaHHbIX 0 pacnpoctpaHeHHocTH bb B Poccuu Het. U3-
BeCcTHO, uTo B Poccuu Haubonee yacto bb Bctpevaercst cpenu
ypoxeHueB CeBepHoro KaBkaza. [TockoibKy pacrpocTpaHeH-
HocTb BB B Poccuu He npesbiaer 10 ciyyaeB Ha 100 Thic. Ha-
ceJieHus1, 3a00ieBaHUEe OTHECEHO K opaHHbIM [11].

Oco6eHHOCTH TEYEHUA U NPOrHO3 3aboneBaHus

Bb B 2—3 pa3a vaiie BcTpeyaeTcsl cpenu MyXXuuH B Typ-
uuu, apabckmx crpaHax, Ha CeBepHoMm KaBkasze, omHako
B SMMOHUM 1 HEKOTOPBIX cTpaHaX EBpPOTBI XXEeHIIUHBI OOJICIOT
yaiie, yeM My>KunHbl. Hanbosnee yacto bb nedtotrpyer B Bo3-
pacte mexay 20 u 39 ronamu, Kak cCpeay My>XUUH, TaK U Cpenn
>KeHIMH [1-3].

ITporHos npu Bb yaiiie Bcero 6JaronpusiTHbINA, OIHAKO
npu TskeaoMm nopaxkenuu a3, IIHC, XKKT, kpynHbix cocy-
JIOB B CJlydyae OTCYTCTBUSI CBOEBPEMEHHOW MEIMIIMHCKON IMo-
MOIIM BO3MOXHbBI PaHHSISI WHBaIWAU3ALMS WM JeTaJbHbI
ncxoa. CmeptHocth npu BB cocrasnser okono 9%. @akropa-
MM pHUCKa OoJiee TSKEJIOro TeueHUsT 3a00JIeBaHMS SBIISIIOTCS
Bo3pact pa3Butust bb 1o 25 net u myxckoii mox [1—3].

Knuuuyeckue npossneHus

Agpmosnvrii cmomamum

PeuunuBupytomuii adTo3Hblii ctToMatutr — Haubosiee
paHHuit ¥ TunmuHb cumnToM Bb. Berpewaercs y 97—100%
nauureHToB. Iyt BB xapakTepHbl yacTble, He MeHee 3 pa3 B IO/,
peurauBbl apTo3HOTO croMaTuTa. AQThI MOTYT OBITH OIMHOY-
HBIMU WJIM MHOXKECTBEHHBIMM, 00JIe3HEHHbIE, UMEIOT 3aKPYT-
JICHHbIE WJIM 3a0CTPEHHbIE 3pUTEeMATO3HbIE Kpasi JIMOO Hamo-
MMHAIOT OTBEPCTUSI, «BbIAABICHHBIE ABIPOKOIOM». ADTHI TMO-
KPBITHI CEPO-0€JIbIM UJIN KEATOBAaThIM (pUOPUHOM (HEKPOTH-
yecKasi TKaHb). SI3BHI yallie JIOKAIM3YIOTCS B TIEPeTHUX OTaeIax
POTOBOII TIOJIOCTU: CIAM3HUCTasT 00O0JIOYKA IIEK, Ty0, JECHHI,
g3bIKa. 3agHss JIoOKanIM3almus adT BCTpedyaeTcsl pexke — 3TO
MUHIAJIWHBI, MITKOE U TBep/ioe He0O, SI3BIY0K, 3aTHSISI CTeHKA
moTku [1-3, 12].

Manvte agpmot (puc. 1, a) — HaGMOAAIOTCS Yallle, OJIHO-
BpeMeHHO oT 1 10 5 mTyK, PasmepoM 10 1 cM, MOBEpXHOCTHBIE,
cpenHeit 60JIe3HEHHOCTH, 3aXKMBalOT 0€3 pyOUMKOB B TeUEHUE
4—14 nHeil.

boavuwue agpmut (puc. 1, 6) — HabmOmAIOTCS pexke, KPyT-
HbIe, 6oJiee 1 cM, ITyOOKKME U OUeHb 00JIE3HEHHBIEC, MOTYT BJIM-
STh Ha TIOBCEIHEBHYIO aKTMBHOCTb OOJIBHOTO, 3aKMBAIOT 3a
2—6 He, OCTaBJIsSIsI pYOLIbL.

lepnemudghopmuvie vicoinanus (puc. 1, ) — camble pel-
KUe, PelUIUBUPYIOT B BUIE METKUX MHOTOUMCIEHHBIX «3€-
peH», O0JIE3HEHHEBIE, pPa3MepOM 2—3 MM.

Puc. 1. lMposiBneHus apTo3HOro ctomMaTuTa: a — manas adpra; 6 — 6onblias adTa; B — repne-
TNHOPMHbIE BbIChINAHUS
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36061 cenumaauii

Berpeuatorcst y 50—95% 6GombHbiX BB. Y MyxXuuH joka-
JIM3YIOTCS Ha MotoHKe (89%; puc. 2) u nojoBoM wieHe (5%),
y XeHIIUH — Ha 6oubinux (70%) u Maibix (10%) mOTOBBIX Ty-
0ax, ByJbBe, BiIarajuine, meiike Matku. OOOCTpeHUs 4acTo
BO3HUKAIOT TIepel MEHCTpYyaIueii.

SI3BBI TEHUTANUII CPAaBHUMBI ¢ ap)TaMu Ha CIU3UCTOMN
000J104Ke pTa, HO Oosiee OOJIe3HEHHBbIE, KPYITHbIE U TJy0O-
KHUE, YeM B POTOBO¥ IMOJIOCTHU, TOKPBITHI KEJATOBATOM IJICH-
Kol (ubpuHA WM KOPOYKOIi; 3aXKMUBJICHUE IMPOUCXOAUT
¢ pyoueBanueM B TedyeHue 10—30 nHeii. HaunHaroTcs Kak ma-
TyJjia, MmycTyJia WM OTPaHUYEHHBI HEKPO3, KOTOPBIi OBICTPO
u3bsA3BIsIeTCs. B oTimune ot adTO3HOTO CTOMATUTA, PELIM-
MUBHUPYIOT pexXe — MOXKeT ObITh BCEro ABa-TpU 3MU30/a Ha
MIPOTSIKEHUU OOJTEe3HMU.

W y My>XquH, 1 y XKeHIINH BCTPEYAIOTCS TIepruaHaTbHbIe
SI3BBI, Yallle KPYIHbIE U TIIyOOKWe. Y MYXIUH OTHOBPEMEHHO
C s3BaMU TEHUTATUN MOXET Pa3BUThCS SMUAUIMMUT U KakK
cieacTBue ero — oecrutogue [1—3, 12].

Ilopaxcenue xoxcu

Berpevaercst y 38—99% mnauuenroB ¢ bb. K HaubGonee
TUTTUYHBIM KOKHBIM MPOSIBICHUSIM OTHOCSITCSI Y3J7I0BaTast 3pu-
TeMa (puc. 3), ceBaAOMOTUKYINT, TAIyI0MyCcTyIe3Has U aK-
Hernoao0Has chImb (puc. 4, a—e) [1-3, 12].

Yanoeamas spumema BoisBisiercst y 50% 06oabHbIX BB,
qaiire y xxeHuH (70%). IpencrasiseT coboii KpacHbIe 00IE3-
HEHHBIE TTOIKOXXHBIE Y3JIbI, pacTojiaralolirecs Janie CUMMeT-
PUYHO, TIPEUMYIIIECTBEHHO Ha HIDKHMX KOHEYHOCTSIX (TIepes-
HSIST TIOBEPXHOCTbD TOJICHE, JIOABIXKKI), HO MOXKET BCTPeUaThCst
Ha Jiule, 1ee, MpearieybsiX, sroauliax, B HUXHel yactu Oe-
nep. OObIUHO pa3periaeTcs yepe3 1—6 Hell ¢ MICXO0M B TUIiep-
nurMeHTanuo. Mopdonornuecku He OTJIMYaeTcs OT y3J0Ba-
TOIl DPUTEMBI NIPU APYTUX COCTOSHUSAX (TMCTONATOIOINYECKHU
npeobaaJaoT CeNnTalbHblA W ITOJbKOBBIA MAaHHUKYJIUT TMPU
HEUTpOo(PUILHOM BaCKYJIUTE).

[lcesdogorruxyrum, nanysonycmyne3nas u aKkHeno0oOHAs
cvins Betpevatotest y 30—96% 6onbHbix BB BHE 3aBUCHMMOCTU
ot ntofa. [IpencraBistor co6oit (hOUTMKYIIpHBIC WU HedOI-
JIUKYJISIPDHBIE TIATTYJIBI U TIYCTYJIBI, OKPY>KEHHBIE dPUTEMAaTo3-

] 4
e |
=

Puc. 4. MopaxeHns koxu npu bb: a — nanynonycTtynesHas cblifb; 6 — NCeBLOMDONNMUKYINT; B —
akHedhopMHas CbliMb
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Puc. 3. Y3noBaras aputema

HBIM KOJIBLIOM, PAcIojiaraioluecsi peuMyIieCTBEHHO Ha KO-
Ke TYJIOBUIIA U KOHEYHOCTeit, pexe Ha juiie. [1o mocaeaHum
MAHHBIM, CONEPXXKUMOE ITyCTYJT HE CTePWJIbHO, BBICEBAETCS
Staphylococcus aureus v Prevotella spp.

Peokue koxcuvie nposenenus 6osesnu bexuema. Kpaiine
penko nipu BB BcTpeuatoTcs manpnupyemas myprypa, mypry-
pa Lenneitna—IeHoxa, Oy/Ie3HbI HEKPOTU3UPYIOILMIA Bac-
KYJIUT, TMOJMAPTePUUT-TIONO0HbIE U3MEHEHMS, U3MEHEHUsI,
HarnmoMuHawlue Sweet’s CUHAPOM, TaHIPEHO3HOMOJ0OHAs
MUOAEPMUsI, HEUTPOMUIbHBIA SKKPUHOBBIM TUAPATECHUT
(ruapaaeHUT MOTOBBIX XKeje3), MEPHUOMOI00HbIE U3MEHEHMUS
KOXH, TMOPaKeHUsI, CXOAHbIE ¢ MYJIBTU(HOPMHOI 3PUTEMOIA,
MOIHOTTEBbIE MH(APKTHI, TeMOpparudeckue OyyIbl, GypyH-
KYyJibl, abciiecchl, capkoma Karmoru, TUnouaHbiii HeKpoouos,
TanyI0-HOMYJISIpHAsT TyPIypa AUCTAIBHBIX OTIAEIOB KOHEY-
HocTelt [12].

Tecm namepeuu. TTo3UTUBHOCTD TecTa — 25—75% (y Xu-
tesieit bamxktero Boctoka — 60%, B Kopee — 15%, y xureneit
CIIA u Benuko6purtanuu — 5—10%). Mmeet 60% 4dyBCTBU-
TeabHOCTh U 100% crienmbuanocts wist BB [12]. Tect BKII0O-
YeH B MocyiefHue MexayHaponHbie kputepuu bb. Meronuka
3aKJII0YACTCSl B CJICIYIOIIEM: B 00JIaCTU MPEAIIeubsl B TPEX-
YeThIpeX TOUYKax JesaeTcs YKOJ CTepubHOU urioit. Yepes
24—48 9 Ha MecTe yKoJia BO3HUKAET TaryJjia Wid MmycTyJa 11a-
MeTpoM 10 2 MM (puc. 5), ucuesatomas yepe3 3—4 aHs. DTOT
(beHoMeH — pesynbTaT HecnelubuyecKkoil TueppeakTUBHO-
ctu. Ecnu TecT MosIoXUTeTbHBIN, TO OH UMeeT TUarHoCTuIe-
cKoOe 3HaYeHUe, HO OTPULIATENILHBIN Pe3yIbTaT He OMpoBepra-
et nnarHo3a bb. ®eHoMeH maTepruu He aCCOLMUPYETCST C aK-
TUBHOCTBIO U IPYTMMU TiposiBieHusiMu BB, daiie BuisiBIsieTcst
y My>xumH [1-3, 12].

Ilopaxcenue eaa3

OnHO M3 OCHOBHBIX M Hauboyiee Cepbe3HbIX MPOsIBIE-
uuit BB, Bctpeuaetcst y 50—70% GObHBIX, Yalle y My>XKUYMH.
OOBIYHO TJ1a3a BOBJIEKAIOTCS B MATOJIOTUUECKMI MPOIIeCcC ve-
pe3 2—3 rona rocje MosBIecHUST aTO3HOTO CTOMATHUTA U/WIIK
SI3B TeHUTAIUM, ToJbKO y 10—20% naireHTOB BO3MOXEH Jie-
610t bb ¢ mopaxkenus rna3 [9]. [l Bb xapakrepeH peLManBu-
pYIOIINIA TBYCTOPOHHUIA HETPaHYJIeMaTO3HBI YBEUT, dallle
3aJHUI WIN TeHEepaJu30BaHHBIN, pe-
xe — nepeaHuii. [1pu mopaxeHuu a3
nauueHTsl ¢ bb npenbsBasioT Xanoosl
Ha CHVDKEHUE OCTPOTHI 3pEHUSI, «TyMaH»
repen ria3aMu, pexxe — «IOKpacCHeHUe»
a3, ¢porododuio, cie3oTeueHue, 001b
B MepHOPOUTAIBHOI 001aCTH.

st nepedneeo yseuma (puc. 6, a,
0) xapakTepHa KJIWHWYECKasl KapTHHA
UPUIONMKIUTA C TUnmonuoHom. Kom-
HUYECKU TIPOSIBIISIETCSI MHBEIIMPOBAHU -
€M, «3aI0TeJIOCThIO» IHAOTENNS POro-

Puc. 5. NonoXnTenbHbIA TECT natepruu

HayyHo-npakTtuyeckas pesmaronorns. 2019;57(5):553-563
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BUIIBI, OTEKOM paaykKu, 0Opa3soBaHMEM 3aJHUX CUHEXUIA.
DTH U3MEHEeHUsI 0OBIYHO 0OpAaTUMBI IIPU CBOEBPEMEHHOM Ha-
qaje JICYCHUS.

KimHudeckas KapTuHa 3adHeeo yseuma OOBIYHO BKITIO-
YaeT TOSIBJIEHNe BOCTIAIUTEIBHBIX U3MEHEHUI B CTEKJIOBUI-
HOM TeJie (pUc. 7, a) 1 O0IUTEPUPYIOIIETO HEKPOTU3UPYIOIIIE-
ro BacKyJuTa ceTyatku (puc. 7, 6, 6). MakyaspHblii 0TeK Npu
3alHEM yBEHTe BCTpevyaeTcst IpuMepHo B 15% ciryyaeB, a onTH-
YECKUI HEBPUT — Y YETBEPTH MALIMEHTOB. TsKeJible BACKYIUThI
BBI3bIBAIOT OKKJIIO3UM COCYIOB. PeliMnuBbl BOCTiaeHUsI CIO-
COOCTBYIOT JajibHEHMIIIEMY YXYIIIEHUIO KpPOBOOOpaIEeHUS
B CE€TYATKEe U 3pUTEIHLHOM HEpBE, YTO MPUBOAMT K HEOOpaTH-
MOMY CHWXXCHUIO 3PMUTEIbHBIX (DYHKIMI MallMeHTa 3a CYeT
WIIEMUYECKUX M3MEHEHUI B IIEHTPAJbHOM 30HE CETYATKH
¥ YaCTUIHOM WJIM TIOJTHOI aTpoduu 3pUTEIBHOTO HepBa. DTH
M3MEHEHUSI UMEIOT TIJIOXOM TTPOTHO3 JIJIsT 3peHUS TIPU HealeK-
BAaTHOM U 3aTI03/1aJIOM JICUSHUU.

[pu eeneparuzosantom ygeume OMTHOBPEMEHHO BBISBIISI-
FOTCSI TIPU3HAKU TTOPaXeHUsI TepeaHero W 3aaHero OTIEJIOB
riasa.

Bmopuunbie ocroxucnenus nopaxcenus eaasz npu bb Bkio-
YaloT OTEK W JeTreHepallio MaKyJsbl, KaTapakTy, 3alHUE CUHE-
XUHW, BTOPUYHYIO TJIayKOMY, aTpOUIO CeTYATKU WU 3PUTENb-

Puc. 6. [opaxeHue rnas npu bb: a — nepeHUi yBEUT C rMNONUOHOM
1 NbINEBUAHBIMI NPeLUnUTaTaMin pOroBuLlbl; 6 — 3aHNE CUHEXNN,
KaTapakTa

Puc. 7. MopaxeHue rna3 npu bb. 3aaHuit yBeuT: a — nnasatoLinMe NOMyTHEHMS B CTEKNOBUA-
HOM Tene; 6 — OKKNIO3NPYIOLLMIA aHTUUT CeTYaTKL; B — TPOMGO3 BETBYU LIEHTPanbHON BeHbI

HOT'O HepBa, HEOBACKYJISIPU3ALIMIO M OTCJIONKY CETUATKH, rapa-
JIMY 3KCTPAOKYISIPHBIX MbI [1-3, 12].

Iopaxcenue cocydos (8ackyo-bexuem)

Accouuupyercst ¢ TsxenbiM TedeHueM bb. OcHoBHast
MPUYMHA JIeTATbHBIX UcX0I0B (41—83%). [TopaxkaroTcs Kak ge-
HO3Hble, TaK U apmepuanbhble cocyobl. XapaKTEePHbl 6eHO3Hble
(85%; puc. 8, a, 6) u apmepuanvhvie (5—12%) mpom603bi 1000
JIOKQJIM3allMM, 4acTo pelMuaMBUpYIolIMe 0e3 JeueHusl B mep-
BBI# TOJ 11ocjie nosiBjieHus:. [1epBblii a11M301 TpoM0O03a pa3Bu-
BaeTcs B MepBbIe 5 ser 3a00aeBaHus1, HO Y 7—30% GONbHBIX —
110 TIOSIBJIEHUs Ipyrux cuMnToMoB bb. Puck BeHO3HBIX TpoM-
6030B 1ipu bb B 14 pa3 Bolilie, yem B oo1eii momysin. Pop-
MupoBaHue Tpomba ripu bb He cBA3aHO ¢ rMmepKoaryisiuei
1 BTOPUYHO IO OTHOIICHUIO K BOCITAJICHUIO W TIOBPEKICHUIO
COCYAMCTOI CTEHKU, pUCK TPpOoMOO3IMOOoInM HU3kuii. Hanbo-
Jiee TSDKEJIoe OCJIOXKHEHWEe — IMOCTTpoMOoTUYecKast 0OJIe3Hb,
XpPOHUYECKUE sI3BbI rojieHe [1—3, 12].

Bonee xapakTepHBIM TOpaxkeHUEM apTepuil SIBISETCS
dbopmupoBanue apmepuanvivix anespusm (60% Bcex apTepuaib-
HbIX MTOPaXEHM; pucC. 9, a, 6), KOTOpbIE YACTO aCUMITOMHBI,
HO SIBJISIIOTCS IPUYMHOI JIETAJIbHBIX UCXOJO0B B Cyyae pa3pbl-
Ba. Yalle 3T0 BepeTeHOBUIHBIC U CAKKYJISIpHBIE (ChepruiecKue)
aHEeBPU3MBbI JIMOO TICEBAOAHEBPU3MBI C TPOMOOM MM G€3 HETo.
Haubonee yacras tokanu3zaiysi — OpIoIlIHas aopTa, JeTOYHbIE,
OenpeHHbIe, TTOIKOJIEHHBIE I COHHBIE apTepuu. B oTimuue ot
aptepunTa Takasicy, rpyaHast aopTta nopaxaercs peako. Heua-
CTO BOBJIEKAIOTCSI KOPOHAPHBIE ¥ MO3TOBbIe apTepuu [1-3, 12].

Y ogHOTO ¥ TOTO Xe MalreHTa BO3MOXKHO OTHOBPEMEH -
HOE TIOSIBJIEHUE apTepuaibHOW aHEeBPU3MBI U apTepHabHON
OKKJII03MU. BeHOo3HBIe TPOMOO3bI YacTO acCOLMUPYIOTCS
¢ aHeBpM3MaMM JieroyHoil aprepuu. Y 0,4—1,2% nauueHTOB
BCTpeyaeTcsl TPOMO03 KaMep cepua (4alle — XKeslyLouKoB).

ITlopaxcenue nepenoii cucmemot (netipo-bexuem)

Tsxenoe nposiBieHue BB, Bctpevaercs y 5—30% 60.1b-
HBIX, BTOpasi MO 4YacTOTE MPUYMHA JIETAJTbHBIX MCXOIOB
(12%). HeBposnoruueckue HapylleHUs!
BBISIBJISIIOTCSL Yepe3 3—6 JieT OT Havasia
bb, HO 3aboyieBaHNE MOXET AeOIOTU-
pOBaTh C TAKMX CUMIITOMOB, KaK KOMa,
MEHUWHTUT, OCTpasi CIyTaHHOCTh CO3Ha-
Husl, ada3usd, TeTpanapes, ocTpas Heil-
POCEHCOpHAsl TYrOYyXOCTb, UYTO OCIOXK-
HSIET PAHHIOK JAMATHOCTUKY OCHOBHO-
ro 3aboneBaHusi. Bo3MoxHo Geccum-
nrtoMHoe nopaxenue LHHC, auarno-
CTUPYEMOE C TOMOIIbI0 TICUXOMETPU-
YECKUX UM MHCTPYMEHTATbHBIX HMCCIIC-
JIOBaHUM.

Puc. 8. MopaxeHue cocynos npu bb: a — Tpom603 rny60KuX BeH rone-
HeW; 6 — BEHO3HbIe Kosiatepany npy TpomM603e HYXKHEN MOJIoN BeHbI
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Puc. 9. MopaxeHue aptepuit npu bb: 2 — MHOXECTBEHHbIE aHeBPU3-
Mbl JIErOYHO apTepum; 6 — aHeBpu3Ma COHHON apTepui
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Boeigensior: 1) mapeHxumaTtozHoe mopaxeHue LIHC
(BOCTIATUTENIPHBINT MEHUHTOSHIIE(DATOMUETNT); 2) HelapeH-
XMMAaTO3HOE MopakeHre (TpoMOO3 BEHO3HBIX CTHYCOB TOJIOB-
HOTO MO3Ta, OCTPBIi MEHWHTeaTbHBII CUHAPOM); 3) CMelllaH-
HOE MapeHXUMATO3HOE U HEMapEeHXMMAaTO3HOEe MOpaXeHue.

IMamuenTsl ¢ mopaxkenueM LTHC npenbsaBisiioT skaaoObl
Ha YIOPHYIO FOJIOBHYIO 00J1b, TOLIHOTY, TOJIOBOKPYXEeHHUE, He-
YCTOMYMBOCTH MPU X0/b0e, TBOEHUE B IJ1a3ax, MolepxuBaHue,
HapylIeHUe peuu, CHUXKEHUE CIyXa, HapylleHe YyBCTBUTEb-
HOCTH, OHEMEHUE, HeJlep:KaHue MOUM, Kajla, CyA0pOru, rmoTe-
P CO3HaHUSI, CHUXXEHUE MaMsITH, KOHLIEHTPALUU BHUMAHMSI.
JI1s1 AMarHOCTUKY BasKHOE 3HAYEHUE UMEET HepoBU3yaln3a-
LIUST C TIOMOIIIbI0 MATHUTHO-Pe30HaHCHOI Tomorpaduu (MPT)
C KOHTPAaCTHBIM YCWJIEHHEM U MarHUTHO-PE30HAHCHOUW BEHO-
rpadum (MPB) [1-3, 12].

TvunnuaeiMu M PT-nipusHakaMu OCTpOro/ImogoCTpOro
napenxumartosHoro nopaxenust LIHC npu bb saeastorcs: oua-
roBble MPT-u3MeHeH s, METOIIe TUTIO- WU N30MHTEHCUB-
HbIlt curHan Ha T1-B3BemeHHbIX n300paxeHusix (T1BW); ycu-
JIEHWE OYaroB MpPHY BHYTPMBEHHOM BBEAECHUU TalOJMHUEBBIX
KOHTPACTHBIX CPEJCTB; OYaru UMeIOT TMIEPUHTEHCUBHBIU CUT-
Has Ha T2-B3BemieHHbIX u3o0paxkeHusix (T2BU; puc. 10, a),
a Takxke Ha m3oopaxenusix FLAIR; B ouarax mopaxeHusi Ha
b GY3MOHHBIX N300paXkeHUSIX OTMEUYAETCsT CHIDKEHUE KO3~

Puc. 10. MopaxeHue HepsHoi cuctemsl npu bb: a — MPT: napeHxu-
MaTO3HbIV MEHWHro3HUedanuT (o4arv B T2BU; nonoxurensHas
JONHaMKKa Ha hoHe MMMYHOCYnpeccuBHomn Tepanun); 6 — MPB:
TPOM603 NPaBOro NoMepeyHoOro CuHyca

Puc. 11. MopaxeHue XXKT npu Bb: a — Tunuynas osanbHas f3Ba
B UNEOLeKanbHOM OTAene; 6 — aTunU4YHas oBasbHas A3Ba B NULLEBO-
ae [18]

Puc. 12. [opaxeHue cyctasos npu bb: a — apTpuT roneHoCcTonHoro
CyCTaBa; 6 — apTpUT KOJIEHHOrO CyCTaBa
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¢dunmenta nuddysun. Tunmmunaeivu MPT-npusnakamu Xpo-
HU4ecKoro napenxumarozHoro rnopaxenus LIHC npu Bb sB-
JITIOTCST: YaCTUYHBINA PEerpecc WM TOJTHOe pa3pelleHre paHee
BBISIBJIEHHBIX 09aroBbix M PT-u3mMeHeHniT; OTCYyTCTBYE HAKOTI-
JIEHUSI KOHTPACTHOTO BELIECTBA B ovyarax; (popMupoBaHue yuya-
CTKOB aTpoduu (I711Mo3a) Ha MecTe oyaroB. TunuyHas Jokaau-
3aIUsT 09aroBbIX U3MEHEHU I TTPU apeHXMMAaTO3HOM ITOpake-
Huu LHHC y 6onbHbIX BB — cTBOJI MO3ra (MOCT, cCpeiHu1ii MO3T,
0aszajbHbIe siipa U JU3HIE(aabHbIe CTPYKTYPbI) U MOJyLLIApUs
TOJIOBHOTO MO3Ta, IJie 0TMEYaeTCsl TPEeUMYILEeCTBEHHO CyOKOp-
THUKAJIbHOE PACIIOJIOXKEHNE 0YaroB (B OTJIMYLE OT PACCESTHHOTO
cKJIepo3a, TPY KOTOPOM OYaru BBISBIISIIOTCS MPEUMYIIECTBEH-
HO B MEPUBEHTPUKYJISIPHBIX 001acTsX). Tunuunsie M PB-1ipu-
3HAKW HEMapeHXNMATO3HOTO MOPAKEHUs — OTCYTCTBUE KPOBO-
TOKa B BEHO3HBIX CHYCaX TOJIOBHOTO Mo3Ta (Tpom603; puc. 10,
0); BHyTpUUepeITHas TUTIepTeH3us (yBeanueHne oobemMa 60Ko-
BBIX XKeJIyT0YKOB T0JI0BHOTO Mo3ra) [13—15].

Ilcuxuueckue paccmpoiicmea

XpoHUYECKHE PACCTPONCTBA TPEBOXKHO-AEMTPECCUBHOTO
creKTpa [XpoHuyecKas aernpeccus (AMCTUMUS), PEKYPPEHTHOE
JeTPECCUBHOE PACCTPOMCTBO, TEHEPATM30BAHHOE TPEBOXHOE
paccTpoiCcTBO|, CTPECCOBbIE PACCTPOMCTBA M KOTHUTHMBHBIC
HapyllleHus1 (HapyleHUs] TaMmsTh, BHUMaHUs) XapaKTepHBI
st 30—88% 6GonbHbIX BB. Bunonsipoe addexTrBHOE pac-
CTPOICTBO, MIM30(PEHUsT U OCTPHIiA MCUXO03 JJISi TAIIMEHTOB
¢ bb He TunmuHsI [14].

Ilopascenue xnceaydouno-kumeuno2o mpaxma (unmecmu-
HaavHas hopma 6oae3nu bexuema)

Bctpeuaercst ¢ yactortoii ot 2,8% (B Typunn) no 32% (Ha
TaiiBane) u 60% (B SImoHUM), acCOIMUPYETCS C BBICOKOM
cMepTHocThio. Hanbosee yacTble KIMHUYECKHUE CUMITOMbBI —
00JIb B XMBOTE, TOLIHOTA, PBOTA, AMApest U KeJIyTOUHO-KU-
1IEYHOE KPOBOTEUEHME.

TunuyHO BOBIICUCHUE UACOUEKANbHO20 OMOeAa KUULeHHU -
Ka, XOTSI MOXET TOpakaThes JI000I yJacTOK MUIIeBaAPUTEIb-
HOTO TpaKTa. S13BbI 0OBIYHO IIIyOOKME, KPYIJIbIE MJIA OBAJIbHBIC
C MIPEePBIBUCTHIMU MIPUITOAHSATHIMU KpasiMU, TUaMeTpoM OoJiee
1 cm (puc. 11, a, 6). AdTbI He THTUYHBL. XapaKTepHO 09aroBoe
nopaxeHue, 00bIYHO He OoJiee S s13B. BoinessioT a8a MopoJio-
rudeckux tumna nopaxeHust ZKKT npu Bb: 1) HeliTpobusibHbIit
(baeduT, TPUBOASIINN K BOCIAJICHUIO CIU3UCTON OOOJOUKU
KKT u dhopmupoBaHuUIo 5I3B, U 2) NMOPaXKEHUE ME3EHTEpUaAIb-
HBIX apTepuil, B pe3yJbTaTe KOTOPOro pa3BMBAETCS MILEMUS
1 uH(apKT kuineyHuka [1-3, 12].

[ToBrilieHNe YpoBHS (heKaabHOTro (He ChIBOPOTOYHOIO)
KaJbIIPOTEKTUHA aCCOIMUPYETCSI C OOOCTPEHMEM MHTECTH-
HanbHOU hopmbl Bb. ¥V 28—49% mnaiirieHTOB ¢ mopakeHUeM
KKT BBISBISIIOT aHTUTENIA K caxapoMmulietaM apoxckeit [ASCA
(IgA u 1gG)], y 67,5% — anTtutena K o-3Ho1a3e IgM [12, 16].

OCHOBHBIE OCJIOXKHEHUST MHTeCTUHAIBHOI hopmbl Bb —
neppopauun (25—50%), crpukrypsl (5—10%), cBuim (8%).
KpaitHe peako Bo3MOXHO 0Opa3zoBaHUe abCIIeCCOB KUIIEUHU -
ka [12, 16—18].

Ilopaxcenue cycmasos

BcTpeuaeTcst 6osee yueM y mosioBUHbBI nalueHToB ¢ bb
(14—70%). TIposiBisieTCST HeIPO3UBHBIM, HEOeHOPMUPYIOUUM
oaueoapmpumom (puc. 12, a, 6). Yaiie BoBIeKaOTCS KOJECH-
Hble, TOJICHOCTOITHBIC, JIy4e3amsCTHbie CycTaBbl. Peako
BcTpevaercs: cakpounuut (1,6—5,2%) mnu 3po3UBHBIA apT-
pur [1-3, 11].
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Jlabopamopnvie noxazameau

Crienmupudeckux J1abopaTOpHBIX
mapkepoB npu bb He cymiecTByer.
I[Ipu obGocTpeHUM BO3MOXHO 3HaA4uU-
TEJIbHOE MOBbIIIEHUE OCTPOGhaA30BbIX
nokazaresieit (yposeHo CPBb, COD),
neiikounTos. Y 60% GOJbHbBIX BBISIBIIS -
ercs HLA-B5(51), B HeKOTOpbIX CTpa-
Hax (flmoHus) oTMeueHa accolualus
¢ HLA-A10(26). He otMe4eHo accoru-
anuu nosutuBHocT o HLA-B5(51)
¢ KaKUMU-T100 KIMHUYECKUMU TPO-
SABJICHUSIMU U TskecTblo bb. [lo3utus-
HocTh o HLA-B5(51) He sBasercsa
JNIMarHOCTUYECKUM Kputepuem bb
[1-3].

Ta6bnuua 1 MexpayHapogaHble
Kputepun

6one3Hn bexyera

CumnToMmb! bannbr

ATO3HbINA CTOMATUT 2
$13BbI reHUTaNMi

[TopaxeHue rnas

[TopaxeHue Koxun 1
HeBponornyeckne nposieieHns 1
CocymucTble NposBaeHNs 1
[onoXxuTenbHbIi TECT NaTepruy 1

2
2

o

lpnmeydanns. * Cymma 6annos >4 no3BonseT avar-
HocTupoBatb bb; ° TecT nateprum ABnsAeTCH HEOOS-
3aTefbHbIM W He Y4UTbIBAETCS NPU NEPBUYHOM NOJ-
cyete 6annoB. OfHAKo Tam, rae 3TOT TeCT NPOBOANT-
€1, OAUH AONONHUTENbHBIA 62NN MOXET ObITb A06a-

OLIEHKY BOBJEYEHHOCTH Pa3JIUYHBIX
CHUCTEM M OPTaHOB U 3aITOJHSIETCS Bpa-
YOM, MAaKCUMAJIBHBIN CYET TT0 JTaHHOMY
WHIEKCY cocTaBisieT 12 GamnoB (Tpu-
snoxenue 1).

st onpenenenus tsxectu bb pe-
KOMEHIIOBaHO UCTIOIh30BaTh Kitaccudu-
Kauuio, npemjgoxeHHyto Ch. Zouboulis
(nmpwioxenue 2) [1, 3, 21].

Jleyenune

Jleuenue manumenta ¢ BB peko-
MEH/IOBAHO TPOBOAUTH IOJ HabJo/e-
HMEM Bpaya-peBmarojiora (B BUAE UC-
KJIIOYEHUsT — Bpaya oOIIeil MPaKTUKH,
HO TIpU KOHCYJTBTATUBHOW TOMIEpKKe
Bpaya-peBMaToJIora) Ha TMPOTSKEHUN

IlnarHocTuka

C 2014 r. pns puarHoctuku bb nc-
MOJIBL3YIOT MexayHapoaHble Kputepuu (International Criteria
for Behcet’s Disease — ICBD) [1, 3, 19] (Ta6u. 1).

Ouenxa akmugnocmu u msxjcecmu 3a0604e6anus

Jlnst oueHku oOieit aktuBHoctTu bbb pekoMeHgoBaHO
ucnosnb3oBath nHAeKC BDCAF (Behcet Disease Current
Activity Form), npennoxeHHbIit MexXITyHapOIHBIM COOOIIIe-
ctBoM no Bb (International Society for Behcet Disease —
ISBD) [1, 3, 20]. Onpocank BDCAF BxitouaeT 6ayibHYIO

BJiIEH AN19 NONOXWUTENBbHOr0 pedynbrara.

BCeil XXM3HU MalleHTa, OCHOBY €ro co-
CTaBJIsIeT MeIMKaMEHTO3Hasi MPOTUBO-
BOCMaJlUTe/IbHAsE MU UMMYHoOcymnpeccuBHasi Tepanus. Llenbio
JIEYEHUST SIBJISIETCS JTOCTMIKEHUE CTOMKOW KIMHUYECKOW pe-
MUCCUM WM KaK MUHUMYM CTOMKO HU3KON aKTMBHOCTU 0O-
JIE3HU, YTO obOecreuynBaeT MpeaynpexiacHue HeoOpaTUMbIX Op-
TaHHBIX TIOBPEXIEHUl, CTaOMIM3aUUI0 (GYHKIIMOHATIbHBIX
BO3MOXHOCTEH MalleHTa, COXpaHeHNe KauyecTBa XKU3HU U TPY-
nocriocobHoct |1, 3, 5, 22].

CoBpeMeHHbBIC TTPUHIIUITBI Tepanuu bb ¢ yuetom npeo6-
JIATAIOIINX KITMHUYECKUX CUMIITOMOB TIPENICTaBICHBI B Ta0JI. 2.

Ta6nuua 2 CoBpemMeHHble npuHuunbl Tepanuu bb [3, 5, 22]
Kareropus MpUHLMNLI U pEKOMEHAaLMK
Bceobbemniowme BB — xpoHu4eckoe 3ab6oneBaHue, KOTOPOE XapakTepuayeTcs YepejoBaHNEM 060CTPEHWUIA 1 PEMUCCHIA, U LeNbio neveHns bb asnsetcs
NPUHLMNbI ObICTPOE MOJABMNEHNE BOCNANeHUs B Nepnoj 060CTPEHNs, YMEHbLUIEHWE Yicna PeLUANBOB U NPefoTBPaLLeHe Heo6paTUMbIX MOBPEXAEHNI
OpraHoB.
[lns onTumanbHOro BefeHns 60nbHbIX BB HE06X0AUM MyNLTUANCLUUNAUHAPHBIA NOAXO0A.
JleyeHune BOMKHO 6bITb N0J06PAHO MHAMBNAYANbHO B 3aBMCMMOCTM OT BO3pacTa, Nofia, TUMa 1 TSHXKECT OpraHHbIX NOPXEHNN, a TaKKe
NPeANoYTEHNIA NALNEHTa.
OchbTanbmMonoruyeckne, cOCyancTble, HEBPOMOTNYECKME 1 XEeNYA04HO-KULLIEYHbIe NPosBAeHNs Bb MoryT accoummpoBathest ¢ 60M1ee TSHKenbiM
MPOrHO30M.
MposBneHns 60Me3HM MOTYT YNy4LIATLCS CO BPEMEHEM Y MHOTMX NaLNEHTOB
KoxHo- [Inq nevyeHns A3B CN3MCTbIX 060/104€K PTa 1 FeHUTANIMA MECTHO JOSKHbI ucnonb3osarbes MK, [1na npodunakTuki peynansos
CRM3NCTbIE KOXXHO-CIU3MCTbIX NPOSABNEHMIA, B MEPBYIO 04EPefib Y3M0BATON 3PUTEMbI 11 3B FEHUTANNIA, JOTDKEH MPUMEHATHCS KONXMLIMH.
nposBAeHNs MecTHble n/unu CUCTEMHbIE KOCMETUYECKME CPEeACTBa, UCMOMNb3YIOLNEC NPU NeYeHnn acne vulgaris,
LOMOHUTENbHO PEKOMEH0BaHbI PN NanynonycTyne3HbIX U/nam akHenod06HbIX BbICbIMAHNSX.
$13Bbl Ha Horax npu bb MoryT 6bITb 06YCNOBNEHbI XPOHUYECKOI BEHO3HOM HEJOCTATOMHOCTBIO MK 06UTEPUPYIOLLIMM BACKYNIUTOM,
B CBAA3M C YEM JIEYEHNEe TaKMX NaLMeHTOB AOMKHO NPOBOAUTHCA COBMECTHO C AepMATON0raMmm /nuim coCyancTbiMI XUpypramu.
B oTmenbHbIX cryyasnx cnefyer HasHayath Takue npenapartbl, kak A3A, Tanugomng, UOHy, n®HOo n anpemunact
MopaxeHue JleyeHue yenta y 60nbHbIX BB TpebyeT TeCHOro COTPYAHMYECTBA C 0OTaNbMONOramu, Lenbio Tepanumn ABASETCS AOCTVKEHNE
rnas 1 nognepxanue pemuccum. J1l060i nauneHT ¢ bb 1 BocnanuTenbHbIM NOPaXXeHWEM a3, 3aTparmBatLLM 3aHWIA CErMeHT rnasa, A0KeH

nonyyatb A3A, LicA, N®OHa nnn n®HOo*. TK CUCTEMHO HYXHO Ha3Ha4YaTb TONBKO B KOMOMHAUNUN ¢ A3A unu Lpyrum UMMYHOCYNPECCaHTOM.
Mpwn NepBUYHBIX NI NOBTOPHbIX 3NM30Aax OCTPOr0 YBEMUTA, YTPOXAIOLLEro NOTepel 3peHus, NokasaHbl BbicoKne [o3bl MK, udHOo*
nnn N®Ho.. [Jon0NHUTENBHO K CUCTEMHOMY NEYEHNI0 Y MALNEHTOB C OAHOCTOPOHHIUM 060CTPEHIEM yBeWUTa MOTYT UCMOJIb30BATHCA

VHTpaBUTpeaNbHble MHbeKLn TK

11301MpOoBaHHbIN
nepesHuin ysent

OcTpblit TPpOM603
rny60oKux BeH
PedypakTtepHblit
BEHO3HbIN TPOM603

MopaxeHue
apTepuin

CncTeMHOe Ha3Ha4YeHne MMMYHOCYNPECCAHTOB NOKA3aHO NauneHTam ¢ 30MPOBAHHLIM NEPeaHUM YBEUTOM, UMEOLLM MNIoXue
NPOrHOCTMYECKIME PAKTOPbI — MONOAON BO3PACT, MY>CKOM NOM 1 PaHHWIA BO3pacT Ha4ana bb

B cnyyae octporo Tpom603a rny6okux BeH npu bb npumenstotes K u ummyHocynpeccaHTbl, Takue Kak A3A, LU® unu LicA

MauueHTam ¢ pecpakTepHbIM K Tepanui BeHO3HbIM TPOMGO30M NoKasaHo neveHne MOHOc. AHTUKOAryNSHTbI MOTYT GbiTh Ha3HaueHbl,
8C/IN PUCK KPOBOTEYEHMS HU3KMIA, @ aHEBPIU3MbI JIETOYHON apTepUM NCKIHYEHbI

[ing neveHns aHeBpM3M neroyHoi aptepun npu bb pekomeHaytotcs Bbicokue Ao3bl IK n L. B pedhpakTepHbiX Cay4asax 4OMKHbI
ncnonb3oBatbes MPHOL. Y NaLUMEHTOB C N1ErOYHbIM KPOBOTEHEHWEM UAN BbICOKMM PUCKOM KPOBOTEYEHMS METOAOM BbiGOpa ABAseTCA
3M60nM3aLNs apTepuil, a He OTKPbITas onepauus.

Y naumeHToB ¢ aHeBpuU3mMamu nepudepruyeckux apTepuil uan aopTbl KOHcepBaTUBHOE NieveHue TK u L|® [omkHO npeaLlecTBOBaTb XMPYpri-
4eCKOMY BMELLIATENbCTBY. B Cry4ae NOSBNEHUS XU3HEYTPOXAILLMX CUMMNTOMOB NOKa3aHO ONepaTUBHOE NIEYeHNEe U CTEHTMPOBAHWE apTepuid
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Mpoponxeunue Tabn. 2

Kateropus MpUHUMNLI M peKoMeHaauum
MopaxeHne XXKT  Mopaxexue XKT npu Bb 40MKHO 6bITb NOATBEPXKAEHO 3HAOCKONMYECKUMI W/MAW APYrMMI METOAaMN BU3yanudauuun. CneayeT UCKMIOUYUTb
A3Bbl, CBA3AHHbIE C MPMEMOM HECTEPONAHBIX MPOTUBOBOCNANNTENbHBIX NPENApaToB, BOCNANNTENbHbIE 32001€BaHNS KILIEYHNKA
1 MHGeKLmMNn, Takne Kak Ty6epkynes
PedpakrepHoe/ CpoyHas KOHCynbTaumMs xupypra Heobxoanuma B cryyae nepcopauni, KNWe4HOR HeNPOXOAMMOCTI 1 XKeNy[04YHO-KMLLEYHOr0 KpOBOTEYEHUS
TsXKenoe y naumenta ¢ bb. B nepuopn o6ocTpenns nopaxerns XKT y 60nbHbIx BB nokasaHo HasHa4eHue [K B codeTannm

nopaxexue XKT

MopaxeHnune LHC

MopaxeHue
CyCTaBoB

¢ 60163Hb-MOANULIMPYIOLIMMIA NIPEnapaTamu, TaKUMU Kak Npou3BOAHbIE 5-aMUHOCANULMMIOBON KUCNOThI (Cynbdacanasut, Mecanasint)

nnu A3A. B Tsxenbix u/unu peppakTepHbIX Cyvasx A0MKHbI HadHavatbes UOGHOa™ n/unn Tanngomug

Mpwn ocTpom napeHxumato3Hom nopaxexu LUHC npu BB fomkHbl HazHa4aTbest BbICOKME [03bl TK € mocneayoLwmm MeaneHHbIM

X YMEHbLUEHNEM, COBMECTHO C UMMYHOCYnpeccaHTamu, Hanpumep A3A. CneflyeT us6eraTb HasHadeHus LICA y aTUX NauneHToB.
MoHoKnoHanbHble aHTuTena k ®HOo NCnonb3aytoTes B Ka4ecTBe NpenapaToB NepBoi IMHAN NpK TsHKeNoM nopaxexun LIHC

UMy pecdhpakTepHbIX NaLneHToB.

[TepBbIfi anK130[4 TPOMO03a BEHO3HbIX CUHYCOB rOSI0BHOr0 MO3ra TpebyeT NpUMeHeHUs BbICOKMX [03 [K ¢ nocneayowmm MeLieHHbIM
X CHIDKEHNEM. AHTUKOArynaHTbl ClieflyeT Ha3Ha4aTb Ha KOPOTKMIA CPOK, MPU 3TOM AOSKEH MPOBOAUTHCA CKPUHUHT HA BOBNEYEHNE

9KCTPaKpaHWanbHbIX COCYA0B

MauneHTam ¢ ocTpbIM apTpuTOM Npu BB NokasaHo, B Nepeyto 04epefb, NedeHne KONXMLUMHOM. OCTPbIA MOHOAPTPUT MOXET KYNupoBaTbCs
BHYTpUCYCTaBHbIM BBefeHMeM K. B cryyae peLanBmpyroLLero nam XpoHnYeckoro aptputa fomkHbl HagHadatbes A3A, NOHy nnm n®HOo

TMpnmeyanne. TK — rniokokopTukomabl, A3A — azatnonput, UOHo — nHtepdepor o, GHOo — nHrnéutopbl dhaktopa Hekposa onyxonu o, LIcA — unknocnoput A,
LU® — umknocbocchamug; * — cpean nokasannii ans HasHavenns GHOo odhuumanbHO 3aperncTpupoBaH HenHEKLMOHHbIA yBeUT (B TOM Yucne npu bb); ans aganumymaba

(Xym

1pa) — NHTeCTUHaNbHas opma bb

Ipospaunocms uccaedosanus
Hccnedosanue ne umeno cnoncopckoil noddepicku. Aemopoi

Hecym NOJAHYH O0meemcmeeHHoCms 3a npeaocmae/teﬁue OKOH4Aa-
menvHoU eéepcul pyKkonucu e ne4ants.
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Mpunoxeunue 1

OueHka akTuBHocTM 3aboneBaHus [19]

WNunekc akTuBHOCTH 00e3Hn Bexuyera
(Behcet’s Disease Current Activity Form — BDCAF)

Ilpu nodcueme undexca yuumviéaromess CUMRMOMbL, OMHOCAUUECS, N0 MHEHUI épa4a, K nposéienusm bb u npucymem-

gyroujle y nayueHma He mexee 4 Hed Kk MOMEHMY 0CMOMpa.

Ilpeocmaeaenue nayuenma 06 axkmuenocmu 601e3Hu
3adaiime nayuenmy caedyouuil 60npoc:

«Jlymast Tonbko mpo Bamry BB, BeiOepuTe BeIpakeHHe JIMIIa, KOTOpPOe oTpaxkaeT Ballle caMOYyBCTBHE B T€UCHHUE T10-

Toaoenas 604b, 23661 Ha causucmoil 000404Ke pma, A36bl 2EHUMAAUIL, NOPAYXCeHUe Koxcu, cycmaeos u KKT
Cnpocume nayuenma u 3anoAHUmMe COOMBEMCMEYIOUUe HelKU:

clegHuX 4 Helenb»

«3a nocaeaHue 4 Heaenu ObUK K y Bac...»
(noxcanyiicma, 3anoanume 00Hy siMeliKy Ha cmpoke)

He 0b110

IIpucyrcrByer
B nocjaeauune 4 Heaeau

TonoBHaga 60J1b

S13BBI BO pTY

S13BBI reHUTANNIT

V3noBaTas apuTemMa KOxXu

ITyctynbl Ha KOXe

CycTaBbl — apTpairun

CycTaBbl — apTpuT

TomrHoTta / pBoTa / 00JIb B KUBOTE

Iuapest + KpOBb B CTyJIie
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Ilopasxcenue 2aa3
Cnpocume caedyrouyee:
«3a mocnegHue 4 Heaenu obuTK 1K y Bac...»

IIpaBbiii ra3 JleBblii r1a3
IMokpacHeHue a3 Her Ha Her Ha
boib B rmazax Her Jla Her Ha
«TymaH» miepes rj1a3aMy WM CHUKEHUE OCTPOThI 3pEHUS Hert Ha Her Ha

Ecau umo-au60 u3 evlueckazaHHo2o npucymcemeyem: «9mo nogulii cumnmom %»
(Boibepume npasunvhbiii omeem) Her Ha

Ilopascenue nepenoii cucmemot

(BKJTIOYAET BHYTPUMOS3TOBbIE COCYIUCThIE HAPYIIIEHMS)

Hogbimu cumnmomvl NOPANCEHUS HEPEHOLL CUCMEMbL U COCYO08 CHUMAOMCS 8 MOM CAyHde, eCAl OHU He OMMEeUdAAUCh paHee
nayuenmom uau epavom. Cnpocume caedyouiee:

«3a mocneanue 4 Hepean 6uLIM T Y Bac cremyiolye CMMITOMBI?»

Het Ja OTMETHUTBD, €CJIH <HOBBIE»

OOMoOpoKU

Hapyuienue peuu

Hapymenue ciayxa

«Tyman» / IBoeHMe TiepeN riia3aMu

Cnabocth / OHEMEHME INIIA

CirabocTh / OHEMeHME PyKHU

CnabocTh / OHEMEHUE HOTU

IToTteps namsiTu

Hapymenne KoopamHauy IBIKCHUMN

Ecmb au dokazamenbcmea H08020 AKMUBHO20 NOPANCEHUS. HEPEHOU cucmembl?
(Boibepume npasunvubiii omeem) Her Ia

Ilopaxcenue kpynnoix cocyoos

(MCcKITI0Yast BHYTPUMO3TOBBIC COCYIIBI)

Cnpocume caedyrouyee:

«3a mocyiennue 4 Heneau oo i1 y Bac cienyionme cumMnrompi?»

Her Ja OT™MeTHTh, €C/IN <HOBbIE»

BoJb B rpynHoii Kietke

OnplIIKa

KpoBoxapkaHbe

Bosb / oTek / u3MeHeHue 1BeTa Ul

Bonb / oTex / m3MeHeHUe 1IBeTa PyKHU

Bosib / oTek / u3MeHeHue 1IBeTa HOTU

Ecmb au dokazamenbcmea H08020 AKMUBHO20 NOPANCEHUSL KDYRHBIX cOCYy008 ?
(Boibepume npasunvhbiii omeem) Her Ha
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Obwas ouenka axmueHocmu 604e3HU 6PA1OM
Bribepute BeIpaxkeHue JiMiia, KOTOpoe oTpaxkaeT Ballie MHeHMe 00 aKTUBHOCTHU 00JIE3HHU IMallMeHTa B TeYSHUE MOCIe]I-

HUX 4 Heneb:

WNunekc akrusHoCcTH 00s1€e3HM Bexdyera

CyMMUpYITe BCe IMYHKTHI, OTMEUCHHBIC CephIM (CTOBOM «Jla» 1 rajJjouKkamm)

Cuer:

WNunekc aKTUBHOCTH: 0 1 2 3 4 5 6 7 8 9 10 11 12
Tpanchopmanyss MHIAEKCAa aKTUBHOCTHM B KAy mHTepBasioB: 0 3 5 7 8 9 10 11 12 13 15 17 20

Ilpumenanue. MakcuMabHbIN CUET IO MHAEKCY aKTMBHOCTU BB coctaBisier 12 0aiioB U MpeacTaBiseTcs B BUIE
TpaHC(OPMUPOBAHHOTO 10 1IKaJle MHTEPBAJIOB MHAEeKca (MaKCcUMabHbIi cueT — 20); TakxkKe (UKCUPYIOTCST OTBETHI,
Kacalolyecs: BOCOPUSITHS NallMeHTOM aKTUBHOCTM 3a00jieBaHUs 3a TpeAblaylye 4 Heaeau Mo BU3yallbHOM aHal0ro-
BOI1 11IKaJie, COCTOSILEN U3 CEMU pa3IMYHBIX BbIpaXKeHUI Juua (1o mKaie oT 1 1o 7), 1 o011ero BOCIpUsITUST KIMHU-
LIMCTOM aKTUBHOCTH 3aboseBaHus (1iKaaa oT 1 1o 7).

MpunoxeHue 2
OueHka cTeneHu TaXecTn 3aboneBanus [20]

Huskasa cmenens maxcecmu nonpasyMeBaeT HaTu4yue y 00JbHBIX TAKUX CUMIITOMOB, KakK:
* adTHI CIM3UCTON 00OJIOUKHU PTa;
* SI3Bbl TEHUTAJINIA;

* TUIIMYHbBIC KOXHBIE TTOBpexkaAeHUs (y3JI0BaTasi 3puTeMa, MaIlyJIONyCcTyAe3HbIe BhICHITIaHUsI, (DOJITUKY/INT, TEHKOLIM -
TOKJIACTUYECKUI BaCKYJIMT);

* apTpajTuu;

* peLAMBUPYIOLINE TOJIOBHBIE 00N,

* SMUIUIUMMUT;

* He3HAYUTEeIbHBIC CUMIITOMEBI cO cTOpoHBI 2KKT (XxpoHMYecKas auapest, pelluaInBUPYIONINE 00N B KUBOTE);
* 00JIU B IPYAHOU KJIETKE TJIeBPAJIbHOTO XapaKTepa;

* MTOBEPXHOCTHBIE BEHO3HbIE TPOMOO3BI.

Cpeonsa cmenenv msaycecmu ONPENEseTCs y TeX 00JIbHBIX, B KIMHUYECKYIO KAPTUHY KOTOPBIX BXOJSIT:
* apTpUT;

* TPOMOO3 MTYOOKHMX BEH HUXKHUX KOHEUHOCTE;

* TIEPEOHUUN YBEUT;

* XKeJyI0YHO-KUILIEYHbIE KPOBOTEUEHUSI.

Taxceaasn ¢popma Bb Bxitouaer:

* 3aJHUIi YBEUT, MAHYBEUT, BACKYJIUT CETUYATKM;

* TpoMOO3 apTepuii U aHEBPU3MBI;

* TpoMOO3 KPYIHBIX BeH (HUKHSIS TT0J1asi BeHa, MeYeHOYHasI BeHa);

* HEBPOJOTMYECKUE MPOSIBICHUs (TeMUTape3, ICUXOAMOILIMOHAIbHbBIE PACCTPOIICTBA U AP);
* mrepdopalio KUIIeUHNKA.
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Bonpocbl gnd camoKoHTpoOns

BB otHOCHTCA K Clleayioleii rpyimmne 3a00./1eBaHuMii: 6.
A. CucrtemMHbIe BaCKYJIUThI
b. CroHounoapTpuThl

B. MukpokpucTalTniecKue apTpUTHI

Kaxkosa pacnpoctpanennocts BB B Poccun?
A. Menee 10 ciygaeB Ha 100 ThIC. HaceIeHUS
B. 50—70 cnyyaeB Ha 100 ThIC. HaceneHUs
B. boiee 100 ciyuaeB Ha 100 Thic. HaceaeHUs

Kakas yacToTta peuuauBoB a)TO3HOIO CTOMATUTA
HMeeT AUArHoCTHYeCKoe 3HayeHue npu bb?

A. bonee 10 pa3 B rox

b. Bosnee 5 pa3 Brox

B. Bosnee 3 pa3 B rox

Bei6epute Tummunyio 1ist BB xapakrepuctuky agr

Ha CJIM3UCTOM 000JI0YKE PTa:

A. AdTBI pa3TUIHBIX Pa3MepPOB, OIMHOYHbBIE
WJIM MHOXKECTBEHHBIE, INTYOOKUE, C BO3BBIIIAIOITMMUCS
SPUTEMATO3HBIMU KPasiMU, YACTO MOKPHIThIE
OeJIbIM MJIU XKEeJTOBAThIM HAJIETOM

B. A(dTbl NOBEPXHOCTHBIE, C HEPOBHBIMU KOHTYpaMHU,
00pa3yloT aXypHbI pUCYHOK Ha CIM3UCTOI 000JI0UKe

B. AdThI MOSBASIOTCS OTHOBPEMEHHO € TTOJIMMOPGHBIMU
BBICHITTAHUSIMU Ha CJIM3UCTBIX 000JI0UKax (ITy3bIpbKaMu,
narnyJjamMu, TSITHaMU ), THHTUBUTOM, UMEIOT CKIIOHHOCTD
K CIMSTHUIO, TIOpaXkaeTcsl KpacHasl KaliMa ryo

10.

Kakoe nopaxenue rjia3 HanooJjiee THIHIHO

1151 00bHBIX BB?

A. TlepenHuit OMHOCTOPOHHMUIA YBEUT
(KOHBIOHKTUBUT, UPUAOLIUKITUT)

b. 3anHuii uiau reHepaar30BaHHbIN IBYCTOPOHHUI
PEUMANBUPYIOLINIA YBEUT

B. IpanynemaTo3HbII YBEUT

563

Kakoii oT1e1 KullleyHnKa HanGoJiee 4acTo NopaxaeTcs npu
bBb?

A. JIBeHammaTUIIEpCTHAS U TOIIAs KUIITKA

b. WneouekanbHblil oTOET

B. Ilpsmag kuika

Bbi0epuTe HanboIee TUNMYHYIO XaPAKTEPUCTHKY CYCTABHOTO
curapoma npu bb:

A. DpO3MBHBII MONIUAPTPUT C TPEUMYIIIECTBEHHBIM
MOPaXEHNEM MEJIKMX CYCTaBOB KMCTEH U CTOTI
Hespo3uBHbBIIT MOHOAPTPUT KPYITHBIX CYCTABOB
Hespo3uBHbBII aCHMMETPUYHBII OJTUTOAPTPUT
CPEIHMX U KPYITHbBIX CYCTaBOB

b.
B.

BriGepuTe 1Ba HanOoIe€ YACTHIX THIIA MOPAIKEHHS COCYIOB
y nanuenToB ¢ bb:

A. AprepuanbHBIif TPOMOO3

Bb. Tpom0603 nepudepuyeckux BeH

B. AprepuanibHasi aHeBpU3Ma

I'. Tpom0G03 BEHO3HBIX CUHYCOB TOJJOBHOTO MO3Ta
Kakue Tpu npenapata npeinoyTHTeNbHbI 15 Je4eHUs
AKTHBHOTO yBeuTa npu bb?

A. MeTuinpeaHu30JI0H

b. Konxuuun

B. Lwukmnocropun A

I. AsatmomnpuH

Kakoii npenapar HexeJlaTeJIbHO HA3HAYATD

npu napenxumatoznom nopaxenun [ITHC y 6obnbix BB?
A. Konxuuun

b. Lukiocnopun A

B. Azaruonpux

I Mecanasun

Omeemvr — Ha c. 607
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