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Pe3slome

BbonesHb bexyeta (BB) — 3TO CUCTEMHbIN BaCKY/IUT HEM3BECTHOM 3TMONOMMM, A1 KOTOPOFO XapaKTepHO BOBAEYEHME CO-
cypoB ntoboro Kannbpa, a OCHOBHbIMU KAMHUYECKMMU NPOABAEHUAMMU ABNAIOTCA peuuanBupytoLme Aa3Bbl B NONOCTM pTa
W Ha TEHUTANNAX, NOPAXKEHWNA [N1a3, CYyCTABOB, XKeNYA0YHO-KULLEYHOTO TPaKTa, LLEeHTPa/IbHOM HEPBHOM CUCTEMbI U APYTUX
opraHoB. Xots bb Bce yawe amarHoctupyetca U 3ddEeKTUBHO NeUnTCA, ITUONOIMA ITOro 3aboneBaHMA OCTaeTca Heac-
HoW. Kpome TOro, cyLLecTByeT C/I0KHOCTb B pa3paboTke yHMBEPCAbHbIX KNAacCUPUKALMOHHbBIX KPUTEPUEB, YTO CBA3AHO
C reorpadnyeckMmm pasINnunAMM B PaCNpPOCTPAHEHHOCTH, BbIPAXKEHHOCTU TEX AU UHBIX KIMHUYECKMX NPU3HAKOB U CTe-
neHu BblparkKeHHOCTM 3abosneBaHMA. B aTom 0630pe niMTepaTypbl NpMBeAEHbl HOBeMLWWE AaHHble 06 anngemmonoruu,
3TMONaTOreHese N KNMHUYECKUX NpossaeHuax bb. MpeacTtaBneHbl Kak onpeaeneHHble UAM «CUbHbIE» NMPU3HAKKU ANA
AmnarHoctTukm BB, Tak 1 BeposATHblE UK «cnabble». «CUbHbIE» KPUTEPUN NPEACTABAAIOT CO60M 0COBEHHOCTH, KOTOPbIE
onpeaenaoT bb Kak oTaeNbHYH0 HO30/10rMYEeCKY0 eAMHULY, TO eCTb NAaTONOrMYEeCcKoe COCTOAHUE C YHUKANbHbIM naTore-
He30M 1 6onee UAN MeHee YHUKaIbHbIMU OCOBEHHOCTAMM, KOTOPbIE OT/IMYAIOT €ro OT APYrUX NATONOMMUYECKUX COCTOSA-
HWI. HanpoTue, «cnabble» NpU3HaKM — 3TO Te 3/IeMeHTbl, KOTOPbIe YKa3blBaloT Ha 6osee Yem oanH O6LWKIA NaToreHe-
TUYECKUI MEXAHU3M C Apyrum 3abonesaHnem. inarHocTuka bb ewle 60see 0CNOXKHAETCA OTCYTCTBMEM CneunduyecKmx
rMCTOMATONOMMYECKUX UM NaBOPATOPHbIX KOMMOHEHTOB, KOTOPblE MOXHO MCNO/Ib30BaTb NPWU AMarHocTnke. Heobxo-
AMMa nocneayoLan Hay4yHO-McCNen0BaTeIbCKan U KAMHMYecKaa paboTa ¢ aKLeHTOM Ha NOHMMaHWe GeHOTUMMYECKON

3KCnpeccun u reorpaduyeckoro BAUAHMA Ha passutue bb.

Kniouesble cnosa

BonesHb bexyeta, KAMHUYECKMe npoAasneHnA, ANarHOCTUKa, naTtoreHes, A3Bbl B MNOJIOTU PTa, rEHUTA/IbHble A3Bbl, NOPa-

XeHue rnas.

BonesHb bexueTta (BB) — 3TO CMCTEMHbBIN BacKynuT
HEWU3BECTHOM 3TUONOTUU, ANA KOTOPOro XapaKTepHO
BOB/NIEYEHME COCYA0B Nt060ro Kanmbpa, a OCHOBHbI-
MW KNUHUYECKUMW NPOSBIEHUSMMN ABNAIOTCA PeLy-
OMBUpPYLOLLME A3Bbl B MOMIOCTU PTa U Ha FreHUTaNUsX,
nopakeHue rnas, CycTaBoB, XKeNyLOYHO-KMLLIEYHOTO
TPaKTa, LEeHTPasIbHON HEPBHOW CUCTEMbI U APYrUX
opraHoB [1]. B6 MmeeT XpoHUYecKoe TeyeHue C He-
npeacKasyembiMn O0BOCTPEHUAMU U PEMUCCUAMM.
Bnepsble 370 3ab0seBaHME KaK CaMOCTOATENbHYHO
HO30/10MMYECKYI0 eANHULY OMNUcan Typeukui aep-
maTonor Xynycu bexuet (Huluci Behcet) 8 1937 roay,
KOTOpbIN 06beAUHUA TPU CUMNTOMa — A3Bbl B MO-
NIOCTU pTa, A3Bbl B 06/1aCTU reHUTaNU U NaToNorno
rnas — B ogHo 3abonesaHue [2].

3Tnonorusa 3toro 3abosneBaHMA OCTaeTCcA He-
ACHOW. Kpome TOro, CyLLecTByeT C/I0KHOCTb B pas-
paboTKe YHMBEPCaNbHbIX KNACCUDUKALMOHHbBIX
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KpUTEpMEB, YTO CBA3AHO C reorpaduyeckumun pas-
NNYMAMM B PACNpPOCTPAHEHHOCTWN, BblipaXKEHHOCTU
TE€X WUAN MHbIX KINHUYECKUX MPU3HAKOB U CTEMNEeHU
nposBaeHuin 3abonesaHna. HakonneHo JoctaTtou-
HO 60/blLIOEe KONMYECTBO A0Ka3aTeNbHbIX AaHHbIX,
4yTo BB MMeeT HEeCKO/IbKO KANHMYECKMX GEHOTMMOB.
KaK 3To HM napaZoKkcanbHO, Yem H6onblue Mbl y3Ha-
em 06 3ToM 3a6071eBaHNN, TEM CNOXKHEE CTAHOBUT-
€Sl €ro NOHMMaHue. B aTom 0630pe nnuTepaTypbl Mbl
obcygaem HoBellwne AaHHble 06 anuaemmnono-
rMu, aTMonaToreHese U KAMHUYECKUX MPOABAEHUAX
sTOro 3abonesaHwms.

OnpepgeneHue 3abonesaHuna u gudpdepeHum-
aNbHbIA gMnarHos. MocKonbKy He 6blI0 BbISIBJIEHO
YHMKaNbHbIX TMCTONOIMYECKMX MM NabOPaTOPHbIX
NpPM3HAKOB, MOMOTaOWMX B ANArHOCTUKE CUHAPO-
Mma bexyeTa, B HAaCTOAWMMN MOMEHT C 3TOM LE/bio
WUCMONb3YIOTCA TONbKO KJAMHUYECKME MPU3HAKMK
(tabn. 1).
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Tabnuua 1. OcobeHHocTn guddepeHumranbHoii aMarHocTuku 6onesHun bexuera

XapaKrepucTuka

C yem Heob6x0AMMO
AnddepeHymuposatb

XapakTepHble oco6eHHOCTH 6onesHu Bexueta

fA3Bbl B NONOCTM pTa

PeunavBupyoWNiA rHOM-
HbI CTOMATUT

AdTbl OAVHOYHbIE UK MHOMXKECTBEHHbIE, BONE3HEHHbIe, HAMOMWHAIOT OTBEPCTUA, «BblAAB/IEHHbIE
[AbIPOKOIOMY», MOKPbITbI CEPO-6e/bIM UM XKeNTOBaTbIM HaNeTOM.

Mo pazmepam adTbl 6biBaOT Manble, 6onbline U repneTudopmHble.

Yalle NOKaNU3YIOTCA Ha CAN3UCTOM NepesHUX OTAEN0B POTOBOW NONOCTH;

3a%KMBAOT OT HECKONBbKMX AHEN A0 HECKONIbKUX Heaenb.

Peumnamsupytot He meHee 3 pas B rog.

MHoraa KpynHble n3bAsBaeHua (>1 cm B gnameTpe) ¢ BOBNEYEHMEM MAFKOrO Heba U POTOrNOTKM.

ManynonycTtynapHoie
nopaxeHus

AKHe Bynbrapuc

MpUCYTCTBYIOT Ha BEPXHEN YACTM TYNIOBULLA U HA KOHEYHOCTAX.
MpurcyTcTBYIOT Y NaLMeEHTOB cTapLluero Bospacra (>40 ner).

[eHWTanbHble A3BbI

PeaKTuBHbIN apTpuT
lepnec

BupycHaa nHdekuma
BeHepuyeckune nHbekK-
uum

A3Bbl 06bI4HO BONE3HEHHbIE, KPYMHblE, 3aXKMBatoLme ¢ 0bpasoBaHmem pybua.

Yalue BCTPeYatoTca Ha MOLIOHKE U NOAOBbIX rybax.

Perke BcTpeyaloTcA Ha Tesie U roNoBKe NOIOBOTO YEHA, LWENKe MaTKU UK BO BRarasauiue.
PeunausupytoT ao 2-3 pas B roa.

SputematosHble
y3€enKosble
nopaxeHua

Y3nosaTtas sputema
BCNeACTBME pasHoobpas-
HbIX NPUYUH

MHoxecTBeHHble, 60/1e3HEeHHbIE U PELUANBUPYIOLLME NOPAKEHNA.

BcTpeyatoTes B HETUMMYHBIX 061acTAX (HaNnpUMep, UL, ATOAMULbI, LeA U Npeanaeybs).
dopmupyeTca 0cTaTodHan NUrMeHTaLmA.

MpW3HaKM BaCKy/UTa MPY MMCTONOTMYECKOM UCCNef0BaHUM.

HerpaHynemaTo3Hbil
yBeuT

[pyrue npuunHbl MHPEK-
LMOHHbIX U
HeMHPEKLMOHHbIX yBe-
nToB

Yauie monogble myxdnHbl (20-30 ner).

[1ByCTOpPOHHWE, peunamnBmpyloLLne, B OCHOBHOM C NMOPa*KeHnem 3afHero cermeHTa, peaKo C U3o-
JIMPOBaHHbIM NOpaxKeHne nepegHero cermeHTa y ~ 10% nauneHToB.

[NafKoNNaCTUYHBIN TMNONMOH, C NOBEPXHOCTHLIMU MHPUNBLTPATaMM B CETYATKE, C KPOBOU3NUAHUA-
MW B CETYATKY, OKK/O3MEN BETBEM BEHbI CETYATKU U MOMYTHEHUEM CTEKOBUAHOTO TENA.

Tpomb603 BEH HUKHUX
KOHeYHocTen

Namnonatuyeckunii Tpom-
603

BeHo3Has HegocTaTou-
HOCTb

Yawe monogbie mykunHbl (20-30 ner).

[1ByCTOPOHHEeE BOB/IEYEHME C YACTbIMU PELMAMBAMM, HEMONHOM PekaHanmn3sauneit u yactoim pop-
MMPOBaHUEM Konnatepanen.

BoB/ieyeHbl Kak NOBEPXHOCTHbIE, TaK U INyBOKMUE BEHDI.

Knapu

Tpombodunusa YacTo pa3suBaeTcs NOCTTPOMOOPNEBUTUUECKMIT CUHAPOM U NepeMeKaloLLanca BEHO3Han XpOMo-
Ta.
CuHgpom bagaa —  [MpuonaTtuyeckuin Yawe monogbie myxunHbl (20-30 ner).

CBA3aHHbIV C bepemeH-
HOCTbIO UK MOCNEepo-
[0BOM
AccoumMMpOoBaHHbIiA

c muenonponuoepaunen

YacTan OKK/IH03UA HUMKHEN MOION BeHbI, a He MU301MPOBaHHAA OKKNO3UA NeYeHOYHbIX BEH.
BeccumnTomHoe TeyeHue 6es acuuTa.
CocyancTble BMeLIaTenbCTBa YacTo 663yCI’IeLLIHbI.

Tpomb603
LepebpanbHoro Be-
HO3HOrO CUHyCca

Mavonatudeckui
bonesHb KpoHa
AcCCOLMMPOBAHHbI

¢ 6epemMeHHOCTbIO UAn
poaamu

Yaue monogbie myxunHbl (20-30 ner).

XapaKTepHO NOAOCTPOE KAMHUYECKOE Hayasno.

Peske nposBaAeTcA o4arosbim AedULUTOM U CYyLOPOramu.
BeHo3Hble MHbAPKTbI pesKo.

MapeHxrmaTo3Hoe

PaccenHHbI cknepos

MpenmyLiecTeeHHOE Nopa*keHne ronoBHOro Mo3ra VI/VIIWI 6a3anbHbIX raHINEB.

puyeckux aptepuii
nnu BploLHO aopTbl

nopakeHue LeH- Caprounaos MoBpeKAEHWA KPYMHbIE U CUTbIE, NPOCTUPAIOLLMECA OT CTBO/IA MO3ra A0 NPOMEKYTOYHOIO MO3ra
TpanbHOW HepBHOW  |[lumdboma 1 6a3asibHbIX raHINEB.

cucTembl Ty6epkynes MaTorHomMoHM4YHan atpodua cTBONA MO3ra.

MopaxkeHue neroy- |ApTepuut Takaacy Yauie monogple MyxxuuHbl (<50 ner).

HOW apTepuu, MraHTOKNETOYHbIN PaBHOMepHbIV TPOM6O3.

aHeBpu3Mbl nepude- |apTepunt MHOKeCTBEHHbIV TPOMB03 NpK NOpPaXkKeHUN IerOYHON apTepuun.

M3011MpoBaHHbIN TPOMB03 NpY NOPAXKEHUN BPIOLIHOM aoPTbl U NepUdepPUYECKUX apTepUi Us-3a
aHeBpu3Mm.

ACCOLUMMPOBAH C IMXOPALKON U YBEIMYEHUEM KOHLLEHTpaLuu 6enkos ocTpoi dasbl.

OKK/1t03MA 06bI4HO TPOMBOTUYECKaA.

CTEHO3 U/IM OKKNH03MA BCNEACTBME OAHOPOAHOTO KOHLEHTPUYECKOTO YTONLEHWSA CTEHKMU HE XapaK-
TepHa ans 6onesHn bexyerta.

JleroyHoble apTepuanbHble aHEBPU3MbI MATOTHOMOHWYHbI ANA 6onesHn bexyeTa.

C 2014 r. pna punarHoctukm BB wmcnonbsytoT
mexXayHapoaHble Kputepuu (International Criteria
for Behcet’s Disease — ICBD) (tabn. 2), oHu sB-
naTcA Hanbonee WMPOKO UCMOAb3YyeMbIMU ANA
OVarHOCTUKKM, OOHAKO MMEIOT PAL, Ba*KHbIX orpa-

HUyeHui [3].

Bo-nepsbix, cpean naymeHtoB ¢ bb, KAnHuye-
CKMe TMpU3HaKM KOTOPbIX MCMNO/b30BANIUCL AAA
dbopmupoBaHusa Kputepues, okono 80% 6binn 13
cTpaH bauxHero BocToKa,
HOE nOparkKeHMe XKenyaouyHO-KULEYHOro TpaKTa
BCTpeyaeTca peako [4]. Kpome Toro, KOHTpPO/b-

roe
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HYIO FPynny B OCHOBHOM GpOpPMMPOBaAM NALUEHTbI
C pasNnyYHbIMKU 3a60NEBAHMAMMU COEAUHUTENbHOM
TKaHW, a He ¢ 6bosie3Hbio KpoHa MM A3BEHHbIM KO-
INTOM, a oTAnuuTb BB OoT 3Tnux 3abonesaHunii Oo-
CTaTOYHO CAOXHO. Bo-BTOpbIX, B Kputepuax ICBD
He y4ynTbiBaeTca B BasiIbHOM OLLEHKe pacnpocTpa-
HEHHOCTb NPEeUMYLLECTBEHHbLIX CMMMNTOMOB C y4e-
TOM reorpaduyecknx NoKauun, rae sTu Kputepmu
6yayT Mcnonb3oBaTbCsA. ITU 3aMevyaHUs OYeHb
Ba*KHbl, MOTOMY 4YTO KJIMHMYeCKue npoasneHna bb
OEMOHCTPUPYIOT 3aMeTHble reorpadpuyeckne pas-
anyus.
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Tabnuua 2. MexxayHapogHble Kputepun 6ones-
Hu bexuerta [3]

Tabnuua 3. «CunbHbie» u «cnabble» KAMHUYec-
Kue npossneHua* 6onesHn bexuera

MpumeyaHusa. Cymma 6anan08 >4 nosgonsem OuazHOCMUPOBAMb
bb; mecm namepeuu A6a5emca Heoba3amesnbHbIM U He yyumsigeaemcs
npu nepsu4yHom nodcyeme b6annos. OOHaKo mam, 20e amom mecm npo-
8o0umcs, 00uH 0onoaHUMenbHbIl 6aaa moxwem bbims 0obasneH 014
070X UMenNbHO20 pe3yabmamd.

[opaxceHue 2na3 exkaouaem rnepedHuli yeeum, 3a0Huli ygeum u 8a-
CKynum cocydoe cemyameku.

2[lopaxceHue KOMU 8KA0Yaem rncesdodonauKyaum, KOxHble A36eH-
Hble MOPAXeHUs U y37108amyio spumemy.

3Cocyducmele nposeneHUs 8KAOYAOM apmepuanbHelli mpom6os,
mpom603 KpynHeix 8eH, hiebum u nosepxHocmHsoili pnebum.

BB, KaK 1 BCce gpyrve 3aboneBaHusa, UMeeT KakK
onpeneneHHble WAM «CUAbHbIE» MPU3HAKK ANA
OWArHOCTUKKU, TaK U BEPOATHble MAM «cnabble»
(tabn. 3). «CunbHbIE» KPUTEPUM NPEACTABAAIOT CO-
60i ocobeHHOCTU, KOTOpPble onpepenaoT bb Kak
OTAENbHYIO HO30/I0TUYECKYD eAuHUUY, TO eCTb
NaToNOrMYecKoe COCTOAHME C YHUKa/ibHbIM NaTo-
reHe3om un 6osee AN MeHee YHUKAJbHbIMU OCO-
6eHHOCTAMW, KOTOpble OTIMYAKT ero oT ApYrux
NaToN0rMYecknx coctofHuii. Hanpotue, «cnabole»
NPU3HAKM — 3TO Te 3N1eMeHTbl, KOTOpble yKa3blBa-
0T Ha 6onee Yem oanH obLWMIA NaTOreHeTUYEeCKUin
MEXaHU3M C Apyrum 3abonesaHuem [5].

«CunbHble» NpU3HaKKU. Bb KpailHe pegKko ma-
HUdecTupyeT 6€3 peungmBUpPYIOLLNX U3bA3BAEHUIN
CNIN3UCTOM NONOCTM pTa B aHamMmHe3e [3]. 9ToT npu-
3HaK fABNAETCA CYLWECTBEHHbIM 3/1EMEHTOM AMa-
FTHOCTUYECKON MoAeNn, NosToMy Mpu OTCYTCTBUM
A3B CIM3UCTON 060NOYUYKM PTa HACTOATENIbHO PEKO-
MeHAyeTCA pacCMOTPeTb Apyron amnarHos. Kpome
TOrO, BO BPEMA aHanu3a faHHbIX 418 KpUTepues
ICBD 6biAn BblaeneHbl TPU APYrMX BbICOKOAOKa-
3aTeNibHbIX M MAaTOFHOMOHWYHbIX Npu3HaKa. Ha-
Nn4ne reHUTaNbHbIX A3B, NATEPTUA U NOpParKeHue
rnas npPoAEMOHCTPUPOBANMN HAUBLICIIYID YMUC-
NIOBYIO AUCKPUMWMHALMOHHYO BeAUYUHY, 4TOObI
6bITb BKNOYEHHbBIMWM B HaAboOp AMArHOCTUYECKMX
Kputepues [3]. NMoparkeHue rnas ABNAETCA «CUNb-
HbIM» CUMNTOMOM AAnA AuarHoctukn bb. ITtoTt
bakT HepaBHO 6blA NOATBEPKAEH UCCAeAO0BaHWU-
em |. Tugal-Tutkun u coasT. (2013) [6], B KOTOPOM
odTanbmonoru, nsydatowme dotorpadpumm ceTyaTrm
naumeHToB, BbIABUAM cneunduyeckme odtanbmo-
NlorMyeckne npusHaku ans bb, KoTopble MOXKHO
6b1l10 Obl CYMTATb AMATHOCTUYECKU 3HAYUMbIMU
Jaxke Mpu OTCYTCTBUWU APYroh KAMHUYECKOW WH-
dopmaumn.  Peunausupyrowme  M3bA3BAEHUA
NMONOBbIX OPraHOB MMENN TaKMKe BbICOKYIO Auc-
KPMMMUHAUMOHHYIO LEeHHOCTb B Kputepuax ICBD.

CumnToMbI Bannbi MNpoasnexHuns | OnpepeneHne
MopaxeHue rnas* 2 «CU/IbHBbIE»
f13Bbl reHUTaNnIn 2 OTcyTcTBME A3B OTcyTCcTBME A3B — CAefyeT paccmaTpuBaTh
AdTO3HBIN CTOMATHT 2 B NONOCTU pTa ApYyroi agnarHos
2 TNnaBHbIM ANCKPUMUHALMOHHBIN NPU3HaK
MopakeHune Koxu 1 MoparkeHwue rnas . . P
B KpuTepusax 6onesHu bexyera [3]
Hesponormyeckue nposasneHus 1 " -
c 5 1 3861 rEHUTAMI [NaBHbIM ANCKPUMUHALMOHHBIN NPU3HaK
OCYANCTbIE NPOABNIEHMA B KpuTepusax 6onesHu bexyera [3]
MoNOXUTENBHBIV TECT NATEPTUN 1
ONOMNTENbHEIV TECT NATEP BosneueHue JleroyHble apTepurasibHble aHEBPU3MbI

KPYMHbIX COCYA0B XapaKTepHbl 4ns cuHapoma bexuera [10]

Kak nokasaHo B CPaBHUTEIbHOM UCCNEL0BAHMM,
M30/MpOBaHHas aTpodma CTBONA MO3ra
1 NOpPaXKeHUs, PacCNpPOCTPAHAIOLLMECA OT CTBO/A
Mo3ra 40 6a3anbHbIX raHMMEB, — XapaKTepHbIi
npu3Hak ans 6onesHun bexyeta [43]

MapeHxMmaTo3Hoe
nopaxeHune LHC

«CNABbIE»

BoBneyeHme KenyaouHO-KULLEYHOro TpaKTa
yale BCTpeYaeTcs y naumeHTos B Asuu,
0C06eHHO B AINOHUM, HO HevacTo B Typumu.
CocyaucTble 3a60s1eBaHNA MeHee

leorpaduueckui

pacnpocTpaHeHbl B A3uu, yem B Typumuu u apyrux

amopdusm
cTpaHax bavkHero BocToka.
Bonee nerkoe TeyeHue 3aboneBaHUA oTmeyaeTcs
Y MaLMEHTOB C HEIHAEMUYHbIX PAVOHOB, TAKMX
Kak CoeauHeHHble WTaTbl [10].
TpyaHo oTAnunTb oT 60ne3HM KpoHa npwm

Accoumauymsa pyA P P

OTCYTCTBMU IKCTPAUHTEPCTUHANIbHbIX

c 6bonesHblo KpoHa NpoABNEHMIA [11]

CocyamcTble npossieHus (Backyno-bexyer)
1 aKHEe-apTPUT-3HTE3UT ABAAIOTCA ABYMSA

OtaenbHble
noﬁr Nkl BaXHbIMU deHoTUnamu 6onesnu bexuerta [10].
pynnel Hannune aTux nogMHoXKecTs npegnonaraet
3abonesaHui

60/1ee 04HOro 06LLero naToreHeTUYeCKoro
MexaHu3ma.

PasnunyHble oTBETbI HA UMMYHOCYNpeccnBHOe
Nle4yeHune moryT 6bITb elle oaHUM
[0Ka3aTenbcTBoM Hosiee Yem ofHOro
naToreHeTU4YecKoro MexaHuama npu 6onesHu
bexueta

PasnunyHbIii oTBeT
Ha pas3inyHble
TepanesTU4eckue
areHTbl

MpumeyaHue. *«CunbHbIli» MPU3HAK orpedesnsaemca Kak ocobeH-

HOoCmeo, onpedeﬂﬂfowaﬂ 6onesHb bexyema Kak OmaeﬂbHyiO HO30s102U-
YecKyro edu;—luuy C YHUKQ/TbHbIM 1amMo2eHe30M U YHUKAsbHbIMU ocobeH-
HocmAamu 3a6onesaHus. «Cnabwili» NPU3HAK yKaseleaem Ha 6onee yem
00UH 06wuli namozeHemu4ecKuli MexaHu3m.
MopdonorMyeckn oHM NOXOXKKU Ha A3BbI B MOJOCTH
pTa, HO rNy6:Ke, KpynHee W 3a’KUBaKT AO0AbLUE.
PybueBaHue caAM3MCTON OOOIOYKM MONOBbLIX Op-
raHoB o0bbl4HO sABnAeTcA ybeauTenbHbIM A0Kasa-
TenbCcTBOM Hannuma bb. MHTepecHO, 4To 3TK Nopa-
eHUA cneunprnYecKn N0KaAU3YOTCA Ha MOLLOHKe
Y MYXYMH M HA NONOBbIX rybax y XeHWwwuH [7], oa-
Hako Bonee TAXKenoe peumausupytoLLee TeyeHue
A3BEHHOroO npoLlecca Habaogaetca y myKumnH [8].
JTomy MmeeTca M natodpusmnonornyeckoe obwAc-
HeHWe: nocneaHMe AaHHble CBUAETENbCTBYIOT, YTO
TECTOCTEPOH YBE/IMYMBAET aKTUBHOCTb HENTPODU-
nos npwu b6 [8].

TaKKe K «CUAbHbIM» NMPU3HAKaM OTHOCAT TAXKe-
Nble cocyancTble 3a6oneBaHNA U NAaPEHXUMATO3HbIE
HeBpoOAOrnyeckme noparkeHua [9]. 3T npoasaeHun
OTHOCUTE/IbHO PEeAKM MO CPAaBHEHUIO C NOPAXKEHU-
AMW KOXKM, CIN3UCTbIX 060/1I04EeK U a3, Ho Bnaro-
0apsa CBOMM YHWKaNbHbIM OCOBEHHOCTAM MMeloT
CyLLeCTBEHHOE 3HayeHue B auddepeHunanbHOM
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AuarHoctuke. Hanpumep, neroyHble unm nepude-
puyeckue apTepuasibHble aHEBPU3MbI Y MOJ0OA0I0
yenosekKa (<45 net) B aHAEeMUYHON 0bnacTm HaBo-
OAT Ha mblcab o BB [8]. Kpome Toro, obwmpHble no-
pa*KeHus cTBoNa Mo3ra, 6a3anbHbIX FaHIINEB UK
M30NMPOBAHHAA aTpoduA CTBOMIA MO3ra ABAAOTCA
COBEPLUEHHO YHMKaNbHbIMW CUMNTOMaMK 4NA aua-
rHOCTUKM cnHAapoma bexuyeta [10].

«Cnabble» npusHaku. lopaxkeHne Kenypou-
HO-KMLWeYyHoro TpakTa npu bb asnaetca ogHum n3
yeTblpex «cnabbix» AMArHOCTUYECKMUX MPU3HAKOB.
Otanuntb BB oT pgpyrux BocnanuTenbHbix 3abo-
NIEBAHUIN KULLIEYHMKA Ype3BblYaliHO cnoxHo [11].
Bblno ycTaHOB/IEHO, YTO TECT Ha NaTepruto 6bin no-
noxutenbHbIM Y ~“10% nauMeHTOB C BOCMA/INTENb-
HbiM 3aboneBaHMeM KuWweyHUKa 6e3 npusHaKos
BB [12]. Kpome Toro, uccnegoBaHue accouunaumu
reHos Immunochip cpean TypeuKuX, SMNOHCKUX
M UPAHCKUX naumneHToB ¢ bb BbIABMAO 3HaYUMBbIe
JIOKYCbl pUCKa, obwme c 6onesHbto KpoHa, uto nog-
TBepXAaeT obwmin mexaHMsam 3abonesaHusa [13].

Opyrmum «cnabbim» 31€MeHTOM B AMArHOCTU-
yeckux npusHakax bb asnaetca otyetnnsoe BAU-
AHMe reorpaduyeckoro aumopdrsama Ha TAMKECTb
TeyeHuna 3aboneBaHmnA. OBbIYHO MeHee BblpaXKeH-
Hble KAMHUYECKUe nposBneHus 3aboneBaHMA Ha-
61104a10TCSA B HESHAEMMUYHbIX PAaiOHAX. 9TO MOXKeT
6bITb PE3YNbTAaTOM Pa3/INUYHbIX SKONOTMYECKUX u/
WUNN TeHeTUYeCcKux GpaKTopoB, BAMAIOWMX Ha Npo-
AB/MieHMe 3ab6oneBaHUA, 04HAKO HeNMb3A UCKAKYATb
BO3MOXHOCTb Pa3/INYyHbIX MeXaHU3MOB 3abonesa-
HUA, BbI3blBaOWMX CXOA4HbIE PEHOTUMBI.

BB pasgeneHa Ha Knactepbl unu noatunsi [5],
OCHOBbIBAACb Ha TEHAEHUMW K AOMMUHUPOBAHUIO
onpeaeneHHbIX CUMATOMOB B K/IMHUYECKOM Kap-
TuHe. CylecTByeT ABa Hanbonee 3HaYMMbIX TaKUX
K/flacTepa — aKHe-apTPUT-3HTE3UT U COCyauUCTble
nopaxeHus (Backyno-bexuert). AnddepeHunaymn
NOAMHOXECTBAa aKHe-apTPUT-3HTE3UT Oblna oc-
HOBHOW MPUYUHOM NEepPBOHAYA/IbHOIO BKIOYEHUSA
Bb B YMCNO cepOHEeraTMBHbLIX CNOHAUN0APTPUTOB
B CU/Y HEKOTOPbIX OBLWMUX KANMHUYECKUX OCObEeH-
HocTen [12]. B nocnegHee Bpems MHTEPEC K 3TOMY
¢deHoTuny Bb BO3HMK BHOBbL [14]. CeMyac TakKe
yOenaeTca noBbllEeHHOE BHUMaHME NoaTUNY cocy-
AUCTbIX NopaxeHuit npu BB n3-3a 6onee WMpoKoro
MCNONb30BaHUA MHCTPYMEHTANIbHbIX MEeTOA40B BU-
3ya/IN3aUMOHHOMN OLLEHKN NAaLMEHTOB.

Kpome TOro, pasnnyHana peakuma Ha pa3inyHble
NeKapCTBEHHbIE MpenapaTtbl TaKXKe paccmaTpuBa-
€TCA KaK «CnabbliM» AMarHOCTUYECKUN KPUTEPUI.
3¢pdeKTMBHOCTL UAN HeadpdeKTUBHOCTbL onpeae-
NIEHHOT0 TepaneBTUYECKOro areHTa AAA KOHTPO-
1A pasMyHbIX NPOoABAEHUN 3aboNeBaHUA MOXKET
[aTb NpeactaBleHUe O MexXaHM3Max, Jexkallux
B ocHoBe 3aboneBaHuA [15]. Hanpumep, KOAXULUH
3pdEeKTUBEH B N1€YEHUN apTpUTa M y3/10BaTOM 3pu-
TEeMbl, HO He A3B C/IN3UCTON 060I0UYKKN KOXKU, TOrAa
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KaK TaInAOMUA NosieseH ANA A3B NOAOCTU pTa, HO
MOXKET ycyrybuTb TeyeHune y3noBaTolt 3puTeMbl Ha
¢doHe BB [10]. dTaHepuenT NpoAeMOHCTPUPOBAN
xopouwyto 3¢PeKTUBHOCTb B 1I€YEHUN A3B B NOJO-
CTU pTa, O4HAKO OH abCONIOTHO HE BAMAET Ha peak-
umto nateprum [10]. PasnnuHblie OTBETbI Ha Meau-
KaMEeHTO3HYl0 Tepanuio NoATBEPKAAT Teoputo,
yTo Npu bb npucyTcTByeT 6oNee O4HOMO MexaHU3-
Ma pasBUTUA U NporpeccupoBaHns 3aboneBaHus.

Kak n gns nwoboi apyroit 601e3HN HEU3BECT-
HOW 3TMosorum, Tpebyetca 6onblie MHGopmauuu,
npexae yem byayt paspaboTaHbl NpeTeHUMO3HbIE
KnaccuduKauMoHHble WU/MAM  AMarHocTuyeckune
Kputepuu.

3tnonorua n naroreHes. Kak n mHorune gpyrue
BOCMa/inTeNibHble peBmMaTosornyeckue 3abonesa-
HMA Hen3BecTHOM 3TMonormmn, 66 cuntaetca ayto-
MMMYHHbIM 3aboneBaHnem. B noppeprkky sTol
TEeopuKn cneayeT OTHECTM AaHHble, A4eMOHCTPUPY-
towme oTBeTbl T-KAETOK Ha BeNKM TENI0BOrO LWOKa
Streptoccus spp. n MuUKobaKTepuin Tybepkynesa,
a TaKxe BblpaboOTKy ayToaHTUTEN NPOTUB 3HAO-
TeNINANbHbIX KNETOK, 3HONA3bl U S-aHTUTeHa ceT-
YyaTKkM. TeMm He MmeHee HeKOTOpble MccneaoBaTenn
npeanosaaratoT, YTO 3TU NaTOreHeTUYeCKne mexa-
HM3Mbl AaCCOLMUPOBAHbI TO/IbKO C MOBPEKAEHUEM
TKaHu npu bb, a He HenocpeacTBEeHHO C MmaTtore-
He3oMm 3aboneBaHuA [16]. TakKe 6bIIM OTMEYEHbI
HEKOTOpPbIEe KANHUYECKU BaXKHbIE PA3INUUA MeXAY
BE n apyrumu ayToMMmmMyHHbIMW 3abosneBaHus-
MW, BKAOYAA MOJIOBblE Pa3/iMuMA B KAMHUYECKOM
KapTMHe 3aboneBaHUA U OTCYTCTBME MepeKpecTa
C APYrMmn ayTOMMMYHHbIMMK 3abonesaHnamu [10].

HepaBHO 6b110 fOKA3aHO yyacTue B natoreHese
BB aHTUTEN K HelpoduMbpuanamyenoBeKka v MblLn,
KOTOpble B3aMMOAEWNCTBYIOT C Streptococcus spp.
n beskamu TenaoBoro woka M. tuberculosis [17],
YTO MPMBEJIO K PACCMOTPEHMUIO POJIN a4ANTUBHOIO
MMMYHHOrO OTBEeTa B MnaToreHese 3Toro 3abosne-
BaHMA. bb TaKXe cuMTaeTcs NOAUTEHHbIM ayTOBO-
cnanuTtenbHbiMm 3aboneBaHMemM, cobCTBEHHO, KakK
n 6onesHb KpoHa [18]. 3To AoKa3biBaeT, K Npume-
Py, BbICOKaA KOHLLEHTPaLMA NPOBOCNAAUTENBHOTO
nHTepneiikuHa (UN)-1 npn akTUBHOM TeyeHun BB,
KOTOpbI onpeaenneTca B TOM YMC/e U BO BHYTPU-
rnasHom Xunakoctn. Kpome toro, BapmaHTbl MEFV
(kogmpytowme NUPUH, MyTauuu, UrpatoLine LeH-
TPa/sbHYIO PO/ib B BOCMA/NIEHUMN NPU CEMENHOM Cpe-
AM3EeMHOMOPCKOW NMXopaaKe), a TakKe myTauuu
B reHax, kogupyrouwmx Toll-nogobHble peuenTopbl,
KOTOpble BaXXHbl ANA BPOXAEHHOTO UMMYHUTETA,
TaK}Ke NpUCYTCTBYIOT y NaumneHToB ¢ 66 [19]. Oa-
HaKo npegnonaraemoe KJAWHUYECKoe CXOACTBO
mexay bb 1 moHOreHHbIMM ayTOBOCNANUTENbHbI-
MM 3aboneBaHUAMU, TAKUMMKU KaK cemelHasa cpe-
OM3EMHOMOPCKAn MxopagKa, He coBcem ybeau-
TenbHo [20]. Kpome Toro, 6nokaaa U1-1B, KoTopasn
Obl/1a 4OBO/ILHO YCNELWHOM B Ie4eHNM ayToBOCMa-
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NNTeNbHbIX 3aboneBaHuin, He bbina ybeamTenbHo
apdeKkTMBHOM Npun cnHapome bexueta [21].

KoHuenumAa cepoHeratMBHbIX CNOHAMN0APTPU-
ToB (CnA) 6bina BBegeHa B 1974 rogy Ana onncaHumn
CepoHeraTMBHOro MO peBMaTonagHomy ¢aKkTopy
BOCMA/IMTENILHOTO apTpUTa C NPEUMYLLLECTBEHHbIM
BOBJ/IEYEHMEM OCEBOrO CKENEeTa U KPecTuoBO-NoA-
B34OLWHbIX couyieHeHMN. MauneHTbl ¢ 3ToM rpyn-
novi 3aboneBaHuUit ABNAOTCA YaCTbIMU HOCUTENAMM
reHa HLAB-27. lNepBoHayanbHO BB 6blna BKAOYe-
Ha B 3Ty rpynny 3abosieBaHui [22], ogHaKo BCKope
CTa/10 NOHATHO, YTO NaumeHTbl ¢ bb Yauwe AsnAtoT-
ca Hocutenamm HLA B*-51, yem HLA B-27, y HuX
OTCYTCTBYIOT KAUHMYECKUe npoasneHua CnA, 4Tto
npuBeno K yganeHuto bb ns kKoHuenuum CnA [10].

B nocneaHee Bpems aebatbl 0 Tom, 6blna au
3Ta KnaccuouKaums npaBuabHOM, BO3OOGHOBMINCH
6narogapa ABym uccnegosaHuam [14]. Bo-nepsbix,
NOABUINCDL BaKHble AaHHble, YTO HEKOoTopblie M3
BOCMNANUTENbHbIX NyTEN, KOTOPbIE CYUTALOTCA ONpe-
LeNArWnUmMmn npu cepoHeratneHbix CNA — aHKMNoO-
3upylouem cnoHamaute (AC) M ncopmatuyeckom
aptpute (MNcA) — nytm UN-10, NN-23, UN-17, Tak-
»Ke UrpatoT BaXKHYK NaTOreHeTUYecKyl poab npu
BB [23]. Bo-BTOpbIX, KaK y*Ke ynoMuUHanoCk, y na-
uneHToB ¢ bb Takne npoABneHMA, Kak akHe M ap-
TPWUTbI, aCCOLUMNPYIOTCA C SHTE3UTOM [24], KOTOpPbIN
asnsetca peHoTUNUYECKMM npusHakom CnA un AC.

JoKasaTtenbctBa B nogaepky toro, yto bb ac-
coumnmpoBaHa c akcCnA u NcA, Takxe 0bycnoB/EHbI
TEM, YTO reHeTM4eckui PakTop pucka b6 — HLA
B*-51 sBnsetca annenem MHC knacca |. 9ToT reH
OKasanca anuctatuyeckmum ¢ ERAP 1, paktopom, Ko-
ONpYIOWUM amuHonenTuaasy-1 sHgonnasmatude-
CKOTrOo PeTMKY/yma, KoTopas nogroTasnveaet (obpe-
3aeT) nenTuabl ANA npeacTaBaeHna 3GpPeKTopHbIM
Knetkam monekynamm MHC knacca | [25]. BaxHo
OTMEeTUTb, YTo nonmmopodmnsmel B8 ERAP1 asnatoTtca
NoKycamu Bocnpuumumsoctu ans McA n AC [20].

Takum obpasom, obuwHocTb BB, AC u MNcA o06-
ycnoBneHa BapuabenbHocTbio reHoB HLA, Kogupy-
towmnx MHC knacca |. 3to HabnoaeHue npuseno
K dopmupoBaHuto KoHuenunm «MHC I-natuin» [14].
PasnuyHble accoumnaunm anneneit HLA onpegenstot
cneumduyeckne oyeBuaHble NposBaeHUsA 3abone-
BaHMN. Hanpumep, HLA B*-51 cBsizaH c noparkeHu-
eM rnas unu Koxu npm b6, HLA C*-0602 — c Kox-
HbIMW MOPAXKEHUAMU W 3HAYUTENIbHON CTENEHbH
Taxectn MNcA, HLA B27 — c 9HTE3UTOM M Nopake-
Hnem rna3 npu AC. Kpome TOoro, MMMyHHbIE N BOC-
nanuTeNbHble peakunu npu 3TUX 3aboneBaHMAX
nmeroT oblwme 31eMeHTbl HapyWeHU KaK BPOXK-
OEHHbIX, TaK M aganTUBHbIX NyTeM.

B MHC | KoHuenuuu bosbliee 3HaYeHue npu-
[aeTCA BPOXAEHHOMY MMMYHHOMY OTBETY, YEM
agantusHomy [14]. ABanTUBHbIA UMMYHHbIN OTBET
8 MHC | KoHuenuumn onocpeayeTca LUTOTOKCUYE-
CKMMMU T-KneTkamu, B KOTOPbIX npeanonaraemble

QHTUTeHbl, npeacTaBaeHHble monekynamum MHC
| Knacca, aKTUBMPYIOT NPOBOCMANMUTENIbHYIO aK-
TUBHOCTb T-AMmdoumToB — Xennepos 1-ro Tuna
(Th1l) u Th17 [14]. CywecTBYIOT AOKa3aTeNbCTBa
NOBbIWEHNA YPOBHA N BaXKHOI POAM B PasBUTUM
BB LMTOKMHOB, accoummnpoBaHHbix ¢ Th1l7, B yacT-
HOCTU cooTHoweHua UN17/UN23 [17]. Takke npu
BB BaxeH nyTb AHyc-KMHa3bl (JAK) — curHanbHo-
ro npeobpasoBatensa U aKTMBATOPA TPAHCKPUNLUK
(STAT) [26]. A. Tulunay c coaBsT. (2014) Habnoaa-
nn yBennyeHune nepegayum curdanos JAK-STAT Kak
B CD4+ T-kneTkax, Tak n 8 CD4+-moHoumTax no
CpaBHEHWIO CO 340POBbIMM MALMEHTaMW Tpynmnbl
KOHTponsa [27]. ABTopbl NpennosioXuam, 4to 3Ta
nepeaava CUrHaANOB NPOUCXOAMT B pe3yabTaTe no-
BblWeHHOM aKTuBHOCTU Thl- n Th17-UUTOKMHOB,
Takux Kak WU/-2, dakTop Hekposa onyxonu (PHO),
nn-6, NUN-17 n UN-23.

Takum obpasom, cumTaeTtcs, 4yTo b6 B 6onblueli cte-
NeHM OTHOCUTCA K TUNUYHbIM Thl-onocpenoBaHHbIM
BOCMaNNTENbHbIM 3a601€BaHUAM, CBA3AHHbLIM C ANC-
6a/1aHCOM BPOXKAEHHOIO MMMYHUTETA M aKTUBaL el
Thl, xapaKTepusylowWMMcA MOBbILLEHUEM YPOBHS
Th1-uMToknMHOB — uHTepdepoHa-y (UDHy), UN-2,
®HOa, UN-1a, NN-18, UN-6, UN-12, UN-13, UN-15.

Anunpemunonorna. B ocHose CNAOXKHOCTWM Knac-
cnduKaumm mn onpegenenmsa bb nexaT pasnnuua
B BblpaXXeHHOCTU 3aboneBaHMA B 3aBUCMMOCTMU
OoT reorpaduyecKkoro pacnosoxeHua cTpaH. bb
MHOrga HasbiBaloT 6onesHbto Lenkosoro nyTw,
npocTtupatoweroca ot BoctouHont Asum pgo Cpe-
ON3EMHOMOPbA, — 3TU PErnoHbl TPAAMUMUOHHO
CYMTANNCH SHAEMMUYECKMMM ANns 3Toro 3abonesa-
HuAa [28]. OgHaKo pacTywme 3HaHMA o Bb Hapagy
C HeJaBHUM yBEIMYEHMEM MUTPALLUM NtOgEN Me-
HAIOT 3Ty TOYKY 3peHunAa. Hanpumep, bb Tpagnum-
OHHO pPaccMaTpMBAETCA KaK O4YeHb pepKoe 3abo-
NleBaHMe cpean YEepHOKOXKUX, HO UccneaoBaHuA
B [lakape n CeHerane nNpoAeMOHCTpPMpPOBaAAM ce-
puun cnyyaes u3 50 naumeHtoB ¢ bb ¢ npegnona-
raemomn exerogHoi 3aboneBaemocTblo B 3TUX pe-
rmoHax 3,84 Ha 100 000 HaceneHwun [28]. Opyroe
nccnegosaHue nokasano, uto 70% nauneHtoB ¢ b6
Ha tore LUBeunn 6biNM HEWBEACKOrO MPOMUCXONK-
aeHuna [29]. N3yyeHne nonynaunii UMMUIPAHTOB
B TPAAULUMOHHO HEIHAEMUYHbIX 061aCTAX MOXKeT
0aTb MoNe3HY NHOOPMALMIO O B3aUMOAENCTBUAX
reHOB C OKpYXKaloLWen cpesol U N03BOAUT onpeae-
JINTb 3KOJIOTUYECKMNE N, BO3MOXKHO, Moanduumpy-
emble GpaKTopbl pMUCKa.

Hanpumep, Kak B lepmaHunm, Tak u 8 Hugepnat-
03X MPOXXMBAET 3HAYMUTENbHOE YMCAO0 MMMUTPAH-
TOB U3 banxHero Boctoka [30]. Ho B 06eux ctpa-
Hax pacnpocTpaHeHHoCTb Bb cpegn nmmurpaHTos
HUXKe, Yem B CTpaHaxX WX MNPOUCXOXKAEHWUA, HO
Bblle, YEM Cpean KOPEHHbIX HEMLEB W FONNaHA-
ues [30]. bb pexe BcTpeyaeTca B CeBepHoOM 1 KO-
Hol AmepuKe, a Takxe B CeBepHon EBpone.
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B CoeamHeHHbIXx LLTaTax, no oueHKam, pacnpo-
cTpaHeHHOCTb BB coctasnsaet 5,2 Ha 100 000 Ha-
cenennsa [31]. Cpegn 313 nauymeHTOB, eBponemn-
LueB, Yalle BCTPEYA/IUCH KEeNyAOYHO-KULLEYHble
npossnexua bb (81 us 172 naumeHTos, 47%) no
CPaBHEHUIO C rPynnon NauneHToB, KoTopble bbiin
3THUYECKM U3 SHAEMUYHbIX paiioHoB (40 13 141 na-
umeHTa, 28%) [31]. B Hblo-IOPKCKOM KoropTte 6bina
3aperncTpupoBaHa MeHbLIaA 4acToTa NopaxeHuA
rnas u cocyamcTbix 3abonesaHuit, yem B Typuuu
n AnoHuu [32]. PacnpocTtpaHeHHocTb BB B Typuun
coctasnaet 80-600 cnyyaes Ha 100 TbIC. HAaceneHus,
NpaHe n Mpake — 70 Ha 100 TbIC., Kopee — 35 Ha
100 TbICc.,, Kntae — 14 Ha 100 TbiC., B ANOHUM —
11,9 Ha 100 Tbic. B EBpone cpegHAa BCTPEYaEMOCTb
3aboneBaHna — 3,3 Ha 100 Tbic. HaceneHua [32].
OueBMAHO, 4YTO HeobxoaMMmbl [ONOJAHUTE/bHbIE
CpaBHUTENbHbIE INUAEMMNONOTUYECKME NCCef0Ba-
HMA, KOTOPble NOMOFYT B AWArHOCTUKE M, BO3SMOMXK-
HO, pacwmndpoBKe mexaHn3mos bb.

KnuHunueckmne nposasneHua. KnmHunyeckne npo-
AsneHmA npu bb ABNAIOTCA reTeporeHHbIMU U My/b-
TUMOZLANbHbIMW, OHW XapaKTepU3yloTCA Henpea-
CKa3yemMbIiMM Nepuofamun peLmanBoB U pEMUCCUN,
XOTA 4aCTOTa U TAXKECTb CUMNTOMOB UMEIOT TEHAEH-
LMIO K CHUMKEHUIO CO BpeMeHeM TeyeHuA 3abone-
BaHMA. [NOBpEXAEHMA KOXKM N CAN3UCTLIX ABNAIOTCA
Hambonee pacnpocTpaHEHHbBIMW MPOABAEHUAMM,
B TO BPEMSA KaK NMopakeHue rnas, cocygoB n HEBPO-
NIOTUYECKME CUMNTOMbI BCTPEYALOTCA peXKe, OAHAKO
asnsTca 6onee TAXKenbimn [32]. Obwasa cmepT-
HOCTb NaumneHToB ¢ BB ocTaeTtcs BblicOKON cpeau
MO0AbIX MYXKUYUH (<25 NeT) n Ha paHHUX CTaamnax
3aboneBaHMA cpean NAUMEHTOB C MNOPAXKEHMEM
KM3HEHHO BaKHbIX opraHos. Kpome TOro, cambliit
BbICOKMIA YPOBEHb CMEPTHOCTM OTMEYaeTCas B Ha-
yane 3abonesaHuAa (nepsble 7 NeT) U MMEET TeH-
OEHUMIO K CHUMKeHUIo co BpemeHeM. OCHOBHbIMMU
NPUYMHAMKM CMEPTHOCTU OCTalTCA 3abonesBaHuA
KPYMHbIX COCYAO0B W MAapPeHXUMbl LEHTPasabHOM
HepBHOM cuctembl (LHC). ®paHuy3scKas rpynna mc-
cnepoBaTesielt yKkasana ypoBeHb CMepTHOCTU 5% Bo
BpemMA MeAMaHHOro HabaaeHMA 8 net B KoropTte
n3 817 naumenTos c b6 [33].

TMopasceHue Koxcu

MopaxkeHne KoKW BcTpedvaetca y 38-99% na-
uneHTtoB ¢ Bb. K Hanbonee TUNUUYHbLIM KOMKHbIM
NPOABAEHMAM OTHOCATCA Yy3/10BaTaAs 3puUTema,
ncesfoPONNUKYNNT, NanynonycTynesHaa MU akHe-
nopgobHasa cbinu [8]. Mopa)keHua npu ysnosaToM
aputeme npeacTaBnAoT cobonn 6onesHeHHble I3pu-
TEeMaTO3Hble MOAKOMKHble Yy3/bl, KOTOpble 06blY-
HO Habn[ATCA NPEUMYLLECTBEHHO HA HUMKHUX
KOHEYHOCTAX (nepegHAs MNOBEPXHOCTb FONeHen,
NOABIKKK) € 06enx CTOPOH, M Yalle BCTpevatTcA
Y KEHLWMH. DTN MNOBPEXAEHUA 3a*KMBAOT 4yepes
1-3 Hegenn n MoryT OCTaBUTb MUTMEHTUPOBAHHbIN
pybel. BonesHeHHble 3pUTEMATO3HblE Y310Bble
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nopaskeHma npu bb Takke moryT 6biTb Bbi3Ba-
Hbl MOBEPXHOCTHbIM TPOM60DNEOUTOM, KOTOPbIN
npeacTasfieH B BUAE IMHEWHbIX UK Y310BbIX OTe-
KOB BMeCTe C BOCMaNeHHbIMW MNOAKOXKHbIMM BEHA-
MU. DTOT CUMMTOM Yalle BCTPeYyaeTca y NaLneHToB
MYKCKOFO MoJia, YTO CBA3aHO C MOBbIWEHHbIM pU-
CKOM Pa3BUTUA MOPANKEHUN KPYNHOTO COCYAa.

ManynonycTynesHble KOXXHble NPOSABNEHUA —
akHenogobHasa cbiNb MAM  NceBAODONNURYAUT
BcTpeyatoTca y 30-96% 60nbHbIX BB 6€3 nososoro
ammopounsma [10]. BaxkHbim anddepeHumanbHbim
OT/INYMEM OT aKHe BYNbrapuc ABAAETCA UX NosBae-
HME Ha ArogMuax U HUKHUX KOHEYHOCTSAX.

KpaitHe peako npu BB BcTpeyatoTca nanbnu-
pyemas nypnypa, 6ynnesHblit HEKPOTUIUPYIOLLWNIA
BACKY/IUT, MNOAMAPTEPUUTNOLOOHbIE M3MEHEHMA,
M3MeHeHnsa, HanoMuHatowme Sweet’s cMHAPOM,
raHrpeHo3Haa nuoaepmua, HeUTpodUAbHbLIA 3K-
KPUHOBbIA TrMApPaLeHUT (rMgpaseHnT noTOBbIX
Xenes), nNepHUoOnodobHble W3MEHEHUS KOXMW,
nopaxeHus, CxoaHble ¢ MynbTUPOPMHOI spute-
MO, NoAHOrTeBble MHPAPKTbI, reMopparnyeckune
6ynnol, PypyHKynbl, abcuecchbl, capkoma Kanoww,
annougHblM HeKpobuos, nanynoHoaynapHaa nyp-
nypa AMCTa/ibHbIX OTAEN0B KOHeyHocTen [10]. Ap-
TpUT YalwLle HabatogaeTcs y NaunMeHToB € nanynony-
CTYNAPHBIMU MOPANKEHUAMMU KOXKMU.

MaTepruyeckas peakuma ABAAETCA BAXKHOW KOXK-
HOM Haxo4KoW, WANIOCTPUPYIOLWLEN OCOHBEHHOCTbL
rMneppeakTMBHOrO BOCMA/IMTENIbHOTO OTBETa NpU
Bb. Y nauneHTOB MOXKET pa3BUTbLCA 3pUTEMATO3HOE
NanynonycTynspHoOe Mopa)KeHWe Mocne MOAKOXK-
Horo ykona wurnbl 20-ro Kanmbpa Ha npegnieybe
yepe3 48 yacos, ucyesawuee yepes 3-4 aHA. ITOT
deHOMeH — pe3ynbTaT Hecneundpuyeckom runep-
peakTMBHOCTU. ECAn TecT NoNoMKWUTeNbHbIN, TO OH
MMeeT AMarHoCTUYeckoe 3HayeHwe, HO OopHOoBpe-
MEHHO OTPULATE/IbHbIA pe3ynbTaT He onpoBepraeT
avarHosa bb. PeHomeH naTepruun He accoummpyeTca
C aKTUBHOCTbIO U ApyrMmu npoasneHmamu bb, yawe
BbISABNAETCA Y MYXKUMH [1]. BocnannTenbHasa peakums
YCUANBAETCA C TONLLMHOMN M TYNOCTbIO UMb, @ COXPa-
HeHWe 3pUTEMATO3HOM UHAYpPALMN B TeyeHue 2 cy-
TOK O4YeHb Ba*KHO M NonesHo B aAnddepeHumanbHoM
OMArHOCTUKE, YTO OYeHb PeAKO MOXKHO YBUAETb NpU
OPYTUX COCTOSIHMAX, TAaKUX Kak Sweet cMHOpoOm uam
raHrpeHo3sHaa nuogepmuA. AHANOrMYHO, A3Bbl MO-
NIOCTM PTa UK NOJIOBbIX OPraHOB MOTYT ObITb BbI3Ba-
Hbl TPAaBMOM OT yKO/Ma MIMbl, a Tpombodebut nnu
OaXe apTepuanbHaa aHEeBPU3Ma MOFYT Pa3BUTbCA
B MecTe BBeAeHMA Mnocae TepaneBTUYeckmX Uin muc-
cnepoBaTesibCKMX MHBA3UBHbIX Npoueayp. Peakuua
KOXXHOWM naTeprum Habnwoganace y 60-80% naumeH-
TOB B Typuum n ANoHWU 1 pexxe B 3anagHbIX CTpaHax
(<50%) [33].

A38bl causzucmeoix o60n04yek

A3Bbl nosioctM pTa (apTo3HbIe NoOparkeHus)
06ObIYHO ABAAIOTCA NepBbiMU, Hambonee 4acTbiMu
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W MOCTOAHHO pPeunanBmnpyoWmMmMmm cumntomamm bb.
Tem He meHee OHM MOTyT BbITb He 3ameyeHbl y <20%
nauneHToB B Ha4yane 3abosneBaHuns. ApTosHble A3BbI
MOTyT 6bITb 60abWKMMK (210 MM), Manbimn (<10 mm)
nUnu repneTudopmHbIMU (MHOrOUYMCEHHbIE Bones-
HEHHble «3epHa» pasmepom 2-3 mm). Masnble 53Bbl
ABNAOTCA Hambonee pacnpocTpaHeHHon dopmon
NnopaKeHus camsmnctbix obonouek npu BB (80%),
npoABnAscb B BUAe 60/1€3HEHHbIX NOBEPXHOCTHbIX
04aroB OKpYrnou unm osasibHON GoOpMbl C 3aKpy-
rMEeHHbIMU KPasmM, NOKPbLITbIX 6enoi nnm ceposa-
TOM NCeBAOMEMOPAHON U OKPYMKEHHbIX 3pUTemMa-
TO3HbIM Opeosiom [1]. XoTa A3Bbl B NONOCTU pTa NpU
BB o4eHb NOX0XK Ha peuuamBupYOLWKNA apTO3HbIN
CTOMATUT, OHN MOTYT BbiTb MHOMECTBEHHbIMU, 60-
Nee 6onesHeHHbIMU U Honee YacTbiMU. A3Bbl 0ObIY-
HO 3a)XMBatoT B TeyeHne 1-2 Hegenb 6e3 pybua, 3a
UCKAoYeHnem A3B 60blUNX pa3mepoB. A3Bbl Yalle
JIOKaNU3yloTcA B NepeaHux oTaenax poToBoOM noso-
CTU: cAnsucTan ob6os04Ka LWEK, ryd, AecHbl, A3bIKa.
MecTHble TpaBMbl, OnpeaefieHHble BUAbl MNULLMK,
MEHCTpyaumusa M npeKkpalleHUe KypeHus Onuchbl-
BalOTCA KaK TpurrepHble ¢akTopbl A3B00b6pasoBa-
HuA [34]. Bblno 0bHapyKeHo, YTO YacTble peunam-
Bbl I3BEHHbIX MOPAMKEHWUIN B NOJNOCTU PTa HA PaHHUX
cTaausax b6 npeapacnonaratoT K pa3BUTUIO MOparke-
HUSA BHYTPEHHWUX OPraHoOB Yy MaLMEHTOB MYMKCKOIO
nona [35].

leHUTaNbHbIE f3Bbl WUMEIOT CXO4HblEe YepThbl
C Opa/ibHbIMU fi3BaMU, HO ABAAIOTCA bonee 6ones-
HEHHbIMM, KPYMHbIMU U TYBOKMMM, YeM B POTO-
BOM MOSIOCTU; OHW MOKPbITbI }XEATOBATOM NJAEHKOM
dnBpPUHA UNN KOPOYKON. leHUTaNbHbIE A3BbI pexe
peunansmnpytoT (MoxKeT 6bITb BCero ABa-Tpu anu-
30/4,a Ha NPOTAXKEHUM 6BONE3HU) U UMEetOT 6oNbLIYIO
CK/IOHHOCTb K 06pa3oBaHuio pybuos B TeyeHne 10-
30 aHen nocne BO3HUKHOBEHMUSA. OBbIYHO A3BbI Ha-
6n0aat0TCsA Ha 60NbLWMX NONOBLIX ry6ax y XKeHLWUH
M Ha MOLLOHKE Y MYXUUH, pexe MmoryT 6biTb BOB/e-
yeHbl gpyrue obnactn reHUTannn U pgaxe oTeep-
CTUA MOYEUCNyCKaTe/NIbHOro KaHana, naxa, nepwu-
aHaNbHbIX U NPOMENKHOCTHbIX obnacTei [1]. A3BbI
MaHUdecTUpPYIOT Kak nanyna, NycTyna Uamn orpaHu-
YEHHbI HEKPO3, KOTOpPbIN BbICTPO N3bA3BAAETCS.
KombuHaums 3B NoONOCTM pPTa M reHUTanMn Ha-
3blBaeTCA BUNONAPHLIM UAM CNOXKHbIM adTO30M.
Y MyXYMH OAHOBPEMEHHO C fA3BaMU FeHUTaNui
MOXKeT Pa3sBUTbCA ANUANAUMUT U, KaK cleacTsue
ero, — becnnogue [1].

lMopaxceHue 2na3

Mpnban3nTeNnbHO y NONOBUHbLI NauMeHToB ¢ bb
pa3BMBAETCA HerpaHyn1emaTo3Hbl 3a4HUIN yBeuT
WA NaHyBewuT, OObIYHO MNopaxawwuin oba rna-
3a [36]. N3onMpoBaHHbIN NepenHUiA yBEUT BCTpe-
yaeTcA o4veHb peako. O6bIYHO r1a3a BOBAEKAlOTCA
B MaTOJ/IOTMYECKUI npouecc Yyepes 2-3 roga nocsue
nossieHna apTo3HOro cTomaTtuTa u/Man A3B reHn-
Tanunii, TonbKo y 10-20% nauMeHTOB BO3MOXKEH Ae-

6toT BB ¢ nopaxeHwus rnas. 3To NposBAeHUe BCTpe-
YyaeTcA Yalle M NPOTEeKaeT TAXenee y MaLUEeHTOB
MY}CKOTO nona.

[NafKOCNOUCTbIM TUNOMUOH (NerKouuTapHbIi
3KccyaaT B nepefHen Kamepe rnasa), NnoBepxHoCT-
Hble MHPUABTPATbl CETYATKM C KPOBOMU3UAHUAMM
B CETYATKY W OKK/II03MA BETBEM BEHbI CETYATKM C NO-
MYTHEHWEM CTEKJOBUAHOrO Tena naeHTudumumpo-
BaHbl KaK MAaTOFrHOMOHWYHbIE NOpPa*kKeHUA rnas ans
b6 [21]. BHe3anHoe Hayano guddysHoro BUTpUTa
(BOCNaneHne cTeKNOBUAHOIO Tena), Bbi3BaHHOEe
BOB/JIeYEHMEM 3aJHEro CermeHTa, ABAAETCA Xa-
paKkTepHOW ocobeHHoCTblo BB ¢ TMNMYHBIM nosAB-
JNIEHUEeM HUXKHUX nepudepryecknx npeumnnuTaTos
BO BpemMA pa3pelleHna naTonorM4yeckoro npo-
uecca [37]. TMnonMoH TaKk»Ke MOXeT pa3BUBATbCA
M B nepeaHeit Kamepe. Ona nepenHero yBeuTa
XapaKTepHa KAMHWYECKaa KapTUHa MPUOOLUKAU-
Ta ¢ runonnoHom [38]. Y nauMeHTOB C cepbe3HbIM
nopaxkeHnem 3agHero cermeHTa nosTopAtoLWMecs
NOBEPXHOCTHblE MHOUABLTPATbI CETYATKU ABAAIOT-
CA BaXKHbIMW NPU3HAKamu 3aboneBaHUA, KoTopble
MOTYT McYe3aTb CAMOMNPOU3BO/IbLHO B TeYEHUE He-
CKONbKUX AHel 6e3 XOpUOopeTUHANbHbIX PybLOB.
KnuHMYyeckaa KapTMHa 3afHero yseuta OObIYHO
BK/lOYAeT MoABAEeHWEe BOCNAJMTENbHbIX U3MeEHe-
HWUA B CTEKNOBUAHOM Tene u obautepupyrouLe-
r0 HEKPOTM3UPYIOLLErO BacKynmTa ceTyaTkm [38].
MaKynapHbIA OTEK NpuU 3aZHEM yBeuTe BCTpeya-
eTcs npMmepHo B 15% cnyyaes, a ONTUYECKUI He-
BPUT — Yy YeTBepTu NaumneHTos [38].

Taxenble BaCKyAUTbl BbI3bIBAlOT OKK/O3UU CO-
cynoB. Peunameupytowme OKKAO3UM BEH cCeTyaTt-
KM, KPOBOU3NUAHUA B CETYaTKy, nepudepuyeckas
OKKN03MA ceTyaTku, nepndaebut, HekpoTUYecKan
peTMHoNaTMA U HEBPUT 3pUTENIbHOTO HEpPBa TaKKe
XapaKTepHbl ana TeyeHmsa bb [1]. Peumansbl Boc-
naneHuMa cnocobcTBYOT AaNbHenwemy yxyalle-
HUIO KPOBOOOPALLEHWNA B CETYATKE U 3PUTENIBHOM
HepBe, YTO NPUBOAUT K HEOBPATUMOMY CHUMKEHUIO
3pUTENbHbIX QYHKUMA NauMeHTa 3a CYeT UWeMu-
YECKUX U3MEHEHMUIN B LLEHTPA/IbHOM 30HE CeTYaTKu
M YAaCTUYHOW WMAWN NOAHOMN aTpodUN 3PUTENBHOTO
HepBa [39]. 3TM M3MEHEHMA MUMEIOT MJIOXOM Npo-
FHO3 ANA 3peHMA NpuM HeaLeKBaTHOM M 3ano3fga-
JIOM fieyeHuu.

CneumanusnpoBaHHble MeToAbl BM3yaaunsa-
LMW, TaKMe KaK ONTUYeCcKaa KorepeHTHadA TOMO-
rpaduna n dayopecueHTHaa aHrnorpadus, ABnA-
IOTCA NOJIE3HbIMU UHCTPYMEHTAMU B AMATHOCTUKE
N OLLEHKe aKTMBHOCTWM 3aboneBaHua [39]. Kpome
TOro, TO/IWMHA UeHTpanbHOW ¢doBeanbHOM obna-
cTn 6blna NpeanoxKeHa B KAYeCcTBe HEMHBA3UBHOM
Mepbl ANA OUEHKM BOCNANAUTENbHOM aKTUBHOCTU
npu paHHem yBeuTe [36], a NOKaNM30BaHHblE He-
rNayKomaTo3Hble AedeKTbl HEPBHbIX BOJIOKOH CeT-
YaTKM — B KayecTBe MHAMKATOpa MOpPaXKeHuA 3a-
AHero noatoca [39].
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AHrunorpaduyeckoe payopecLeHTHOE Uccaemo-
BaHWe 0O6bIYHO NOKa3sbiBaeT AN PY3HbIN, NOXOXKNA
Ha ManoOpPOTHWK, CUHAPOM KANUANAPHOU YTEUYKM
n runepdayopecueHLmio ANCKa 3PUTENBHOIO Hep-
Ba, a TaKxe oTcyTcTBMe nepdy3mm cetyaTkm [39].
Mepuoguyeckme peuuauBbl  MOTYT  MPUBECTU
K OMacHbIM ANR 3PEHUSA OC/NOMKHEHMAM. BTopuu-
Hble OC/IOXKHEHWUA MopakeHua rnas npu bb Bkato-
YaloT OTEK W AereHepauuto MaKy/bl, KaTapakTy,
3agHuNe CUHEXUU, BTOPUYHYIO F1ayKomy, aTpoduio
CeTYaTKM WU 3pUTENbHOTO HepBa, HEOBACKYNAPU-
3aUMI0 U OTCAOMKY CeTYATKKU, Napanmy SKCTPaOoKy-
NAPHbIX Mblw, [1].

BoeneueHue cocydos. Y 75% nauueHTtoB c bb
nepBoe cocygucToe cobbiTUe MPOUCXOAUT B Teye-
HWe 5 neTt oT Havyana 3aboneBaHUs, 33 UCKNOUYEHMU-
€M MOpPaXKeHUA JIeroYHOW apTepuu, KOTOpoe BO3-
HMKaeT B 6bonee nosaHem BospacTte (240 nert) [9].
BacKkyauTt accoummpyeTtca c TAXKenbim TedyeHmem bb
M ABNAETCA OCHOBHOM MPUUYMHOM NeTanbHbIX WUC-
xopoB (41-83%) [9]. B nmaTonoruuyeckuit npouecc
BOBJ/IEKAIOTCA KaK BEHO3Hble, TaK U apTepuasibHble
COCyAbl: XapaKTepHbl BeHO3Hble (85%) u apTepu-
anbHble (5-12%) Tpomb03bl Nt0O6OMN NOKaNU3aLUM,
OHM YacTo peuuansmpyloT 6e3 nedyeHns B nepsbii
rog, nocne nosBAeHWUA. YCTAaHOBNEHO, YTO Kymyns-
TMBHAsA 4YacToTa PeunanBOB COCYAMCTbIX COObITUIM
cocTaBnseT 23% yepes 2 roaa n 38% yepes 5 net [9].
PuUCK BEHO3HbIX TPpOoM6030B Npu b6 B 14 pas Bbliwwe,
yem B 06Wwen nonynaumn. dbopmmnposaHne Tpomba
npu BB He cBA3aHO C rMNepKoarynaumein n aenseTca
BTOPUYHBIM MO OTHOLLIEHWUIO K BOCMAZIEHWUIO U MO-
BPEXAEHUIO COCYAUCTON CTEHKWU, MPU 3TOM PUCK
Tpomboambonum octaeTca HU3KUM [9].

HeckonbKO TWUMOB COCYAWUCTbIX MNPOSABAEHUN
MMeT TeHAeHLUI0 MaHudecTMpoBaTb Yy OAHOro
M TOTO e NauMeHTa, co34aBas 3HauyMMble acco-
uMaumm y Bcex 60abHbIX. TaKMMKM pacnpocTpaHeH-
HbIMW U OXWMOAEMbIMW accouMaLUaAMU ABAAIOTCA,
Hanpumep, coyeTaHe Tpomb03a BEHO3HOTO CUHY-
Ca ro/IOBHOrO MO3ra M BOB/IEYEHUE NErovYHON ap-
TEPUU, BHYTPUCEPAEUHDbIN TPOMDOO3 M BOB/IeYEHUE
JIerOYHONM apTepuu, a TakxKe cuHapom bapgaa —
Kuapu 1 cMHAPOM HUXKHEM nosioi BeHbl [9].

Hanbonee TAenoe cocyamcTtoe OCNOXKHeEHWe
BB — noctTpomboTuyeckaa 601e3Hb U XPOHUYe-
CKue A3Bbl rosieHen. Tpomb03 BEH HUMKHUX KOHEeY-
HocTel (NOBEPXHOCTHbIN W TrNyboKMiA) ABnseTcs
Hanbonee pacnpocTpaHeHHOW ¢GOpMOI Mopaxke-
HUA COCYA0B M MPUBOAMUT K TAMKENOMY MNOCTTPOM-
60TUYECKOMY CUHAPOMY M BEHO3HOW Nepemerka-
towenca xpomote [40].

MoparkeHne apTepuit nposasnsetTcA B BUAE
dopmupoBaHUA apTepuanbHbix aHeBpusm (60%
BCEX apTepuasbHbIX MOPAXKEHUI), KOTOPbIE YACTO
aCMMNTOMHbI, HO ABAAIOTCA NPUYNHON NeTanbHbIX
Mcxon0B B C/yvyae paspbiBa. Yawe 3To BepeTeHo-
BUAHbIE W CAaKKyNApHble (chepunyeckne) aHeBpwus-
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mbl 1Mbo ncesgoaHeBpPU3Mbl C TPOMBOM nnun 6es
Hero. Hanbonee 4actaa nokanusaums — 6prow-
HaA aopTa, NeroyHble, beapeHHble, NOAKONEHHbIE
N COHHble apTepuun [1]. B oTanyme oT aptepumnTa
TakanAcy, rpygHaa aopTa nopakaeTca pegKo. Heva-
CTO TaK)Xe BOBNEKAOTCA KOPOHApPHbIE U MO3roBble
apTepuu [1].

BoBneyeHne NEroYHOM apTEPUN MONKET NPOAB-
NIATbCA B BUAE NEroYHbIX apTepurasibHbIX aHEBPU3M
M OOMHOYHBIX JIEFOYHbIX apTepuanbHbiX TPombO-
30B in situ [40]. LUMPOKKUIA cNeKTp NeroyHbix na-
PEHXMMATO3HbIX MOPAXKEHUMN, TaKMUX KaK Y3enKkw,
YNJIOTHEHUA N aHEBPM3MbI, TaKXKe ABNAIOTCA Ya-
CTbO COCYAUCTbIX NposBneHni b6 [40].

AHeBpPU3Mbl UM TPOMDBO3bl MOTYyT perpeccu-
poBaTtb y ~70% nauueHTOB Ha PoHe afeKBATHOIO
MMMYyHoOCynpeccusHoro sedeHun [40]. YacToTa pe-
umamsos coctasndaeT ~20%, a cmepTHOCTb — ~25%
B TeyeHue 7 NIeT, HECMOTPA Ha KEeCTKMIN KOHTPOJb
AKTMBHOCTM 3abonieBaHMA, 4acTble MNoOCeLeHUA
Bpayel M arpeccuBHbIN MeHeAKMeEHT. AHEBPU3MbI
601bWOro AMameTpa M BblCOKOe AaB/ieHWe B ne-
roYHOM apTepuun Npu maHudecTaunmn sabonesaHums
ABAAKOTCA MAOXMMU MPOTHOCTUYECKMMU aKTopa-
mu [40].Y 0,4-1,2% naumeHTOB BCTpEYaeTCcA TPOM-
603 Kamep cepgua (Yawe — xenygoukos) [1].

CuHppom bapaa — Kuapwm vawe Bcero npore-
KaeT C BOBJIeYEHNEM HUXKHEN Nonon BeHol (Haa-
ne4yeHoYHbI U NeYeHOYHbI cermeHTbl) U nedye-
HOYHbIX BeH. Y MauuMeHTOB C acUMTOM YpOBEHb
CMepTHOCTU cocTasnaeT ~60% B cpeaHem yepes
10 mecsueB nocsie NOCTaHOBKKU AnarHosa [40]. Oa-
HaKO Yy HEKOTOPbIX MaLMeHToB cuHapom bapgaa —
Knapu passuBaeTca nocteneHHo 6e3 npusHaKos
acumta. BusyanbHble ucciefoBaHUA C UCNOJb-
30BaHMem ynbTpacoHorpadum uam KT agemow-
CcTpupytoT ¢dopmupoBaHue KonnaTepanen. 3ITu
«beccumnTomMHbIe» NauneHTbl umetoT 6onee bna-
ronpuATHbIE UCXOAbl C OXWUOAEMOU CMEPTHOCTbLIO
<10% B 7 nert [41].

BoeneyeHue LUHC. NopaxeHune LLHC BcTpeyaeT-
cAy 5-10% nauuneHtos c bb, B o0CHOBHOM B BMAeE No-
pa*KeHWA NapeHXnumbl Mo3ra. TU naToaornMyeckue
N3MEeHeHUA BbIABNAIOTCA Yepes3 3-6 neT OT Havana
bb6. KnnHnyeckmne cumntomsl nopaxkeHuma LLHC npo-
ABNAIOTCA B BUAE KOMbI, MEHWHIUTA, OCTPOI cny-
TAHHOCTU CO3HaHWA, adbas3mm, TeTpanapesa, OCTPoMn
HelpoceHcopHoM Tyroyxoctu [1]. Ansa BB TunuyHsbI
oyarosble MPT-nameHeHuna, nmewouwme rmno- nam
M3OUHTEHCUBHbLIN CUTHaN HA T1-B3BeLWEHHbIX U30-
6paxeHusax (T1BU); ycuneHme o4aroB npu BHYTpU-
BEHHOM BBeAEHWW TaLO0JIMHUEBBIX KOHTPACTHbIX
CpeacTs; ovyarm MMelT TMNEPUHTEHCUBHbBIA CUT-
Han Ha T2-B3BelWeHHbIX N30bOparKeHUAX, a TaKXKe
Ha nsobparkeHusax FLAIR; B oyarax nopa*keHus Ha
AN Y3NOHHDBIX M306pPaAKEHUAX OTMEYAETCA CHU-
eHue KoaddpuumenTta audpoysmm [1]. TMNUYHbIMMK
MPT-nprM3HakamMn XPOHUYECKOro MapeHXMmaTos-
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Horo nopaxkeHua LUHC npu Bb ABnAtoTCcA: YyacTuy-
HbllA perpecc uam NoaHoe paspeleHne paHee Bbl-
AB/MIEHHbIX o4arosbix MPT-u3meHeHU; oTCcyTCTBUE
HaKOM/JEHMA KOHTPACTHOro BellecTBa B ouvarax;
dbopmumpoBaHMe yyacTKoB atpodumn (rnmMosa) Ha
mecTe oyaros [10].

BoBneyeHne cTBona mo3ra sBafeTca Hanbonee
XapaKTepHoON nokanusaumein. MNupamuaHble npu-
3HaKK, remunapes, NoBegeHYeCKNe M KOFHUTUB-
Hble U3MeHeHUA, HapyweHna paboTbl cGUHKTEPOB
n/MAM MMNOTEHUNA ABAAIOTCA OCHOBHbIMU KAUHK-
YeCcKMMU npoaBaeHuaMmMU nopaxkeHua LHC [43].
Y HeKoTOpbIX NMaLMEHTOB MOTYT TaKKe pPa3BUTbCA
NCUXUYECKME PACCTPONCTBA. XPOHUYECKNE AeBUaA-
LMW TPEBOXKHO-AENPECCUBHOrO CneKkTpa [XpoHu-
yeckaa pgenpeccua (AUCTUMUA), pPeKYPPEHTHOE
JenpeccnBHOe pacCTPOMCTBO, reHepasn3oBaHHoOe
TPeBOXHOE PacCTPOICTBO], CTPECCOBbIE PAaCcCTPOM-
CTBA U KOTHUTUBHbIE HapyweHUa (HapyweHus na-
MSATWU, BHUMAHUA) XxapaKTepHbl ans 30-88% 60/b-
Hbix b6 [44].

NHoroa KAMHMYEcKas KapTUHa BOBJEYEHMA
UHC npu Bb moxeT umntnpoBaTb NpU3HaAKK pac-
CEeAHHOro CKJiepo3a, B 3TOM CJiydyae pe3y/sibTaTbl
MPT nomoratoT onpegennTbcs ¢ guarHosom [43].
B oTanMuMe OT KpyMHbIX OBWMPHbIX MOpaxKeHWi
nopaxenunsa UHC npu Bb, pacceAaHHbIn CKnepo3s
umeet 6onee AUCKPETHble M MeHblIMe No pas-
Mepy nopa*keHua cTBosa mosra. Kpome Toro, ana
BB xapakTepHO CyBKOPTMKA/NbHOE PacnonoXKeHue
0YaroB B OT/IMYME OT PACCEAHHOrO CKAepo3a, npu
KOTOPOM OuYaruv BbIABAAKTCA MPEUMyLLEeCTBEHHO
B MEPUBEHTPUKYNAPHbIX obnactax [45]. Hesput
3pUTENbHOTO HEPBA, CEHCOPHbIE CMMNTOMbI U MO-
paXkeHue CNUHHOro Mo3ra, KoTopble 4acTo BCTpe-
YyaloTCA NPU PaccesHHOM CKaepo3e, peako Habato-
natotca npwu bb.

MospexaeHUs 6enoro BeLLeCcTBa TaKKe pasnny-
Hbl: NPY PACCEAHHOM CK/Aepo3e NOopParKeHUA MetoT
TEHAEHUMIO ObITb CyNpaTEHTOPUANIbBHBIMK U Nepu-
BEHTPUKYNAPHbBIMKU C BOBJIEYEHMEM MO30JINCTOTO
Tena, Toraa Kak npu bb noparkeHua Hebonblime,
buremocdepHble U nogkopKosble [46]. MaTTepHbI
CMMHHOMO3IOBOM XUAKOCTU TaK¥Ke pasanyatorcs:
nneountos 6osee BbipaxKeH NPU PaccesHHOM CKe-
po3e, Tor4a KaK MO3UTUBHOCTb ONMFOKJAOHAbHbIX
nosioc (30710TOM CTaHAAPT A/ PACCEAHHOro CKe-
po3a) peako Habnwoaaetca npu b6 [43].

HenapeHxumaTto3Hoe nopaxkeHne LIHC Bkato-
YyaeT TPoM603 BEHO3HbIX CUHYCOB FOJIOBHOIO MO3-
ra, oCTpblii MEHWUHTFeaNbHbI CUHAPOM. TUNUYHbIE
MPT-npu3Hakn HenapeHXMMaTO3HOro nopake-
HUA — OTCYTCTBME KPOBOTOKA B BEHO3HbIX CUHYCaX
ronoBHOro mosra (Tpomb603); BHyTpUYepenHas ru-
nepteHsua (ysennyeHne obbema OOKOBbIX XKeny-
[04YKOB ronoBHoOro mosra) [47].

MopaxceHue »enydoyHO-KUWEYHO20 MPAK-
ma. T[lopaxeHue Kenyao4yHO-KULIEYHOro Tpak-

Ta (*KKT) npu BB No KAMHUYECKMM MPOABAEHMAM
HanomMWHaeT 6one3Hb KpoHa ¢ 60/blo B XKUBOTE
N gmnapeemn, KOTopaa MOXeT CONPOBOXAATLCA KPO-
BOTeYeHMeMm. Y MaLMeHTOB He a3naToB BOBeYe-
Hue HKKT HabnwopaeTcs KpaliHe peako [4]. Ona BB
XapaKTepPHO Ha/sn4une KpyraibiX MW OBaNbHbIX A3B,
JNIOKANIN3YIOLWMXCA Yalle B TEPMUHANBHOM OTAENE
noAB3A0WHON KuwkKku [48]. A3Bbl, Kak npaBuo,
rnyboKkue, KpynHble U egUHUYHbIE, C MPEePbIBUCTbI-
MU MNPUNOLHATBIMU Kpaamu, Anametpom bonee
1 cm, c TeHAEHUMEN K NnepdopaLnum Nam cuabHomy
KpoBoTeyeHMto. O6bIYHO BCTPeEYaEeTCA Npemmylle-
CTBEHHO 04YaroBoe nopakeHue, He 6onee 5 a3B. Ha
6uoncmMm camsncTtor 0b60SI0OYKM MOXKHO BbIABUTb
XPOHWYECKOE WM aKTMBHOE BOCNajneHue CAU3U-
cToi [48].

AnddepeHunpytoT ABa OCHOBHbIX MOpP$O/IOTU-
yeckux BapuaHTa noparkeHua XKKT npu BB: Heit-
TpoPUAbHbIA GNebut c BocnaneHUem CAU3UCTOM
o6onoukn KT n dopmupoBaHuem f3B M nopa-
KeHUe Me3eHTepuanbHbIX apTepuin c pasBUTUEM
nwemum n MHGapKToB KuedHuKa [4]. OTmedvaeT-
CA NOBblWEHWEe YpPOBHEN peKanbHOro KaabnpoTek-
TMHA, aCCOLMMPOBAHOIO C AKTMBHOCTbIO 3abone-
BaHUA, yTo cbamkaeT b6 ¢ bonesHblo KpoHa [49].
[axe npu ageKkBaTHOM Jie4eHUN peUnanBbl MOTYT
BO3HMKaTb Yy ~20% nauneHToB [49]. OCHOBHble Oc-
NOXHEHUA MHTeCcTUHaNbHOW popmbl BB — nepdo-
paunm (25-50%), cTpukTypbl (5-10%), cBuwm (8%).
KpaliHe pefsKo BO3MOXHO obpa3oBaHue abcuec-
COB KulLeYHUKa [4].

MopaxceHue cycmasos. Y 14-70% naumeHTOB
¢ BB HabnwpgaeTcs nopaskeHuMe CycTaBOB ualle
KNAMHWYECKN B BMUAE HE3IPO3UBHOro, Hegedbopmu-
PYIOLEro OJIroapTputa C NPEeuMyLLEeCTBEHHbIM
BOBJIEYEHMEM JIy4e3aNACTHbIX, KOJMIEHHbIX U rosie-
HOCTOMHbIX CyCTaBoOB. ECTb egMHUYHbIE KAUHUYeE-
CKue HabnoaeHUA 3p03MBHOr0 apTpUTa U Cakpou-
newta npwu bb [8].

MopaxceHue nezkux. B pononHeHne K aHes-
puU3Me Nero4yHom apTepum UAW U30JAUPOBAHHOMY
Tpomb03y npu BB MOXHO TaK)Ke HabnwgaTtb y3-
NioBaTble 04aruM B NapeHXume JIerkoro, MosiocTy,
MHOMABTPATbI U 0bBANTEpPUpPYIOLWNI BPOHXMONUT
C opraHusytouiein nHeBmoHuen [50]. TakKe moxKeT
Pa3BUTbLCA NerodYHas apTepuanbHaa rmnepTeHsus,
nmmbageHonaTna cpefocTeHMA U He3HauuTesb-
Hble BbIMOTbI B NOAOCTU naespbl [50].

NabopatopHble ocobeHHOCTU. He cyuiecTBy-
eT NoATBEPKAAOLWEro AMAarHOCTUYEeCKoro TecTa
ona Bb. benkn octpoit ¢asbl 06bIYHO MOBbIWEHDI
He3HauyuTenbHo. [ONOKUTENbHAA KOXKHaA peak-
LUMA Ha naTepruto ABAAETCA HEeLOCTAaTOYHO 4yB-
CTBUTENIbHBIM TECTOM, HO CYLLECTBEHHO NMOMOraeT
B AnarHoctuke. HLA-B*51 aBnseTca CUAbHENLWUM
$aKTOpoOM reHeTMYECKON NpeapacnosioKeHHOCTH,
BbiABAAeTcA y 60% 60nbHbIX, HO MMEET OrpaHu-
YEHHYIO AMArHOCTUYECKYI LEHHOCTb, 0COHEeHHO
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B 3HAEMUYHbIX peroHax [10]. Mpwu naTorucrono-
TMYECKUX NCCNEe[0BAHMAX KOXKN U CIU3UCTbIX MOXK-
HO BbIABUTb NPU3HAKM BACKYAUTA, OAHAKO OHU He
AasnsoTca cneundpuyeckumm ana 66 [10]. Slyyesble
MeToAbl MCCNneaoBaHMA NonesHbl U MHPoOpMaTUB-
Hbl 4NA ANArHOCTMKU HEBPONOTMYECKUX U COCYAM-
CTbIX MOpakeHun, a ¢dyopecueHTHaA aHruorpa-
édna — gna nccnefoBaHMA ra3HOro gHa.

Bbisoabl

BB — 3TOo mynbTucMmnTOoMHOe 3aboneBaHue,
nMmerollee «CUNbHbIe» U «cnabble» KANHUYECKue
npossneHna. «CUabHbIMM» NPU3HaKaMK ABAAIOTCA
Te KJIMHMYECKUE AaHHbIe, HAJIMYME UN OTCYTCTBUE
KoTopbix oTamnyawT BB oT gpyrux 3abonesaHuit.
C Apyron CTOpPOHbI, «Cnabble» MpPU3HAKU — 3TO
3N1eMeHTbl, KOTopble NpeanonaratoT, YTo B Mexa-
HM3me BB moxeT 6bITb 3aaeicTBOBaH bosiee Yem
O4MH NaTOTeHETUYECKUA MEXaHMU3M, HO OHU MOTYT

6bITb NonesHbl B AnddepeHUnanbHOW ANarHocTm-
Ke. narHocTuka 6onesHn bexyeTta euwe 6onee oc-
JIOXKHAETCA OTCYTCTBMEM cneundruyeckmx ructona-
TONOTUYECKMX MAN NabopPaTOPHbIX KOMMOHEHTOB,
KOTOpble MOXHO MCMNOAb30BaTb B KAWMHMYECKOM
npakTuke. Kak yxe roBopmnaocb, TO4YHbIe MEXaHU3-
Mbl 3ab0s1eBaHMA, NexalLnme B OCHOBE CUMMMNTOMOB,
He NOMIHOCTbIO paclwmdpoBaHbl, U 3TO TPYAHO cae-
NaTb, B YaCTHOCTU, M3-33 PErMOHAbHbIX PA3ANYNi
B Bblpa)XeHHOCTU 3aboneBaHua. HecmoTpa Ha Ao-
CTUKEHUA B MONEKYNAPHOMN reHETUKE U B MOHMMa-
HWUM MNOTEHLUWMANbHO BOBJ/IEYEHHbIX BOCNANUTENb-
HbiX NyTen (Hanpumep, cBA3aHHbIX ¢ HLA B*-51),
TeKyLW,asn naTtoreHeTMYecKaa KOHCTPyKumMa BB ocTa-
eTCcA O0BOJIbHO C/I0XKHOM. Heobxoanma nocneay-
toLLan Hay4YHO-UCCNeA0BaTeNbCKaA U KAMHUYECKan
paboTa c aKLEHTOM Ha NOHMMaHWe PpeHoTUNnYe-
CKOW 3Kcnpeccumn u reorpadmyeckoro BAMAHUA HA
pa3sutue bb.

Cnucok ucnonv3068aHHoli AUMepamypbl

1. JlucuysiHa T.A., Anekbeposa 3.C., lonoesa P.l., [lasvidosa A. bone3Hb bexyema: KAUHUYECKUE MPOoABseHUs, CO8PEMEHHbIE MPUHUUMbI OUA2HO-
cmuku u mepanuu // HayuyHo-npakmuyeckas peemamosoaus. — 2019. — T. 57. — C. 553-563.

2. TanS.Y., Poole PS. Hulusi Behget (1889-1948): Passion for dermatology // Singapore Med J. — 2016. — Vol. 57, 7. — P. 408-409.

3. International Team for the Revision of the International Criteria for Behcet’s Disease (ITR-ICBD). The International Criteria for Behcet’s Disease
(ICBD): a collaborative study of 27 countries on the sensitivity and specificity of the new criteria // J. Eur. Acad. Dermatol. Venereol. — 2014. —
Vol. 28. — P. 338-47.

4. Skef W. Gastrointestinal Behget’s disease: a review // World J. Gastroenterol. — 2015. — Vol. 21. — P. 3801-12.

5. Yazici H., Ugurlu S., Seyahi E. Behget syndrome: is it one condition? // Clin. Rev. Allergy Immunol. — 2012. — Vol. 43. — P. 275-280.

6. Tugal-Tutkun I., Onal S., Ozyazgan Y., et al. Validity and agreement of uveitis experts in interpretation of ocular photographs for diagnosis of Behget
uveitis // Ocul. Immunol. Inflamm. — 2013. — Vol. 22. — P. 461-468.

7. Mat M.C., Goksugur N., Engin B., et al. The frequency of scarring after genital ulcers in Behget’s syndrome: a prospective study // Int. J. Dermatol. —
2006. — Vol. 45. — P. 554-556.

8. VYazici Y., Yazici H. Behcet’s Syndrome // Springer New York. Dordrecht Heidelberg London; 2010. ISBN978-1-4419-5640-8.

9. Tascilar K., Melikoglu M., Ugurlu S., et al. Vascular involvement in Behget’s syndrome: a retrospective analysis of associations and the time course //
Rheumatology. — 2014. — Vol. 53. — P. 2018-2022.

10. Yazici H., Seyahi E., Hatemi G., et al. Behget syndrome: a contemporary view // Nat. Rev. Rheumatol. — 2018. — Vol. 14. — P. 107-119.

11. Valenti S., Gallizzi R., De Vivo D., Romano C. Intestinal Behget and Crohn’s disease: two sides of the same coin // Pediatr. Rheumatol. — 2017. —
Vol. 15. — P, 33.

12. Hatemi I, Hatemi G., Celik A.F., et al. Frequency of pathergy phenomenon and other features of Behget’s syndrome among patients with
inflammatory bowel disease // Clin. Exp. Rheumatol. — 2008. — Vol. 26. — P. 91-95.

13. Takeuchi M., Mizuki N., Meguro A., et al. Dense genotyping of immunerelated loci implicates host responses to microbial exposure in Behget’s
disease susceptibility // Nat. Genet. — 2017. — Vol. 49, 3. — P. 438-443.

14. McGonagle D., Aydin S.Z., Giil A., et al. ‘MIHC — | — opathy’ — unified concept for spondyloarthritis and Behget disease // Nat. Rev. Rheumatol. —
2015. — Vol. 11. — P. 731-740.

15. Schett G., Lories R.J., DAgostino M.A., et al. Enthesitis: from pathophysiology to treatment // Nat. Rev. Rheumatol. — 2017. — Vol. 13. — P. 731-741.

16. Direskeneli H. Autoimmunity versus autoinflammation in Behcet’s disease: do we oversimplify a complex disorder? // Rheumatology. — 2006. —
Vol. 45. — P. 1461-1465.

17. Lule S., Colpak A.l., Balci-Peynircioglu B., et al. Behget disease serum is immunoreactive to neurofilament medium which share common epitopes
to bacterial HSP-65, a putative trigger // J. Autoimmun. — 2017. — Vol. 84. — P. 87-96.

18. Gul A. Behgets disease as an autoinflammatory disorder //Curr. Drug Targets Inflamm. Allergy. — 2005. — Vol. 4. — P. 81-83.

19. Kirino Y., Zhou Q., Ishigatsubo Y., et al. Targeted resequencing implicates the familial Mediterranean fever gene MEFV and the toll-like receptor 4
gene TLR4 in Behget disease // Proc. Natl. Acad. Sci. USA. — 2013. — Vol. 110. — P. 8134-8139.
20. Yazici H., Fresko I. Behget’s disease and other autoinflammatory conditions: what’s in a name? // Clin. Exp. Rheumatol. — 2005. — Vol. 23. — P. 1-2.
21. Tugal-Tutkun 1., Pavesio C., De Cordoue A., et al. Use of Gevokizumab in Patients with Behget’s Disease Uveitis: An International, Randomized,
Double-Masked, Placebo-Controlled Study and Open-Label Extension Study // Ocul. Immunol. Inflamm. — 2018. — Vol. 26, 7. — P. 1023-1033.
22. Moll J.M., Haslock I.A., Macrae I.F,, Wright V. Associations between ankylosing spondylitis, psoriatic arthritis, Reiter’s disease, the intestinal
arthropathies, and Behcet’s syndrome // Medicine. — 1974. — Vol. 53. — P. 343-364.

23. Remmers E.F.,, Cosan F,, Kirino Y., et al. Genome-wide association study identifies variants in the MHC class I, IL10, and IL23R — IL12RB2 regions
associated with Behget’s disease // Nat. Genet. — 2010. — Vol. 42. — P. 698-702.

24. Hatemi G., Fresko 1., Tascilar K., Yazici H. Increased enthesopathy among Behget’s syndrome patients with acne and arthritis: An ultrasonography
study // Arthritis Rheum. — 2008. — Vol. 58. — P. 1539-1545.

25. Ombrello M.J., Kirino Y., de Bakker P.l., et al. Behcet disease-associated MHC class | residues implicate antigen binding and regulation of cell-
mediated cytotoxicity // Proc. Natl. Acad. Sci. USA. — 2014. — Vol. 111. — P. 8867-8872.

BE3KOLITOBHA |

| 1A, Tom 9, Ne1, 2020 | www.plr.com.ua EL':'MT',L,“EE [ ss_k (43



26. Schwartz D.M., Bonelli M., Gadina M., O’Shea J.J. Type | / Il cytokines, JAKs, and new strategies for treating autoimmune diseases // Nat. Rev.
Rheumatol. — 2015. — Vol. 12. — P. 25-36.

27. Tulunay A., Dozmorov M.G., Ture-Ozdemir F,, et al. Activation of the JAK / STAT pathway in Behcet’s disease // Genes Immun. — 2014. — Vol. 16. —
P.170-175.

28. Ndiaye M., Sow A.S., Valiollah A., et al. Behget’s disease in black skin. A retrospective study of 50 cases in Dakar. J. Dermatol // Case rep. — 2015. —
Vol. 9. — P. 98-102.

29. Mohammad A., Mand| T.,, Sturfelt G., Segelmark M. Incidence, prevalence and clinical characteristics of Behcet’s disease in southern Sweden //
Rheumatology. — 2012. — Vol. 52. — P. 304-310.

30. Kappen J.H., van Dijk E.H., Baak-Dijkstra M., et al. Behget’s disease, hospital-based prevalence and manifestations in the Rotterdam area // Neth.
J. Med. — 2015. — Vol. 73. — P. 471-477.

31. Yazici Y., Filopoulos M.T., Schimmel E., et al. Clinical characteristics, treatment and ethnic / racial differences in the manifestations of 518 Behcet’s
syndrome patients in the United States [abstract] // Arthritis. Rheum. — 2010. — Vol. 62. — P. 1284.

32. Hatemi G., Seyahi E., Fresko |., et al. One year in review 2018: Behcet’s syndrome // Clin. Exp. Rheumatol. — 2018. — Vol. 36. — P. 13-27.

33. Saadoun D., Wechsler B., Desseaux K., et al. Mortality in Behget’s disease // Arthritis Rheum. — 2010. — Vol. 62. — P. 2806-2812.

34. Volle G., Fraison J.B., Gobert D., et al. Dietary and nondietary triggers of oral ulcer recurrences in Behget’s disease // Arthritis Care Res. — 2017. —
Vol. 69. — P. 1429-1436.

35. Hamuryudan V., Hatemi G., Sut N., et al. Frequent oral ulceration during early disease may predict a severe disease course in males with Behget’s
syndrome // Clin. Exp. Rheumatol. — 2012. — Vol. 30. — P. 32-34.

36. Onal S., Uludag G., Oray M., et al. Quantitative analysis of structural alterations in the choroid of patients with active Behget uveitis // Retina. —
2018. — Vol. 38. — P. 828-840.

37. Tugal-Tutkun I., Gupta V., Cunningham E.T. Differential diagnosis of behcet uveitis // Ocul. Inmunol. Inflamm. — 2013. — Vol. 21. — P. 337-350.

38. Zeidan M.J., Saadoun D., Garrido M., et al. Behcet’s disease physiopathology: a contemporary review // Autoimmun Highlights. — 2016. —
Vol. 7. — P 4.

39. Oray M., Onal S., Bayraktar S., et al. Nonglaucomatous localized retinal nerve fiber layer defects in Behget uveitis // Am. J. Ophthalmol. — 2015. —
Vol. 159. — P. 475-481.

40. Seyahi E., Cakmak O.S., Tutar B., et al. Clinical and ultrasonographic evaluation of lower-extremity vein thrombosis in Behcet syndrome //
Medicine. — 2015. — Vol. 94. — P. 1899.

41. Seyahi E., Melikoglu M., Akman C., et al. Pulmonary artery involvement and associated lung disease in Behget disease // Medicine. — 2012. —
Vol. 91. — P. 35-48.

42. Seyahi E., Caglar E., Ugurlu S., et al. An outcome survey of 43 patients with Budd-Chiari syndrome due to Behget’s syndrome followed up at a single,
dedicated center // Semin. Arthritis Rheum. — 2015. — Vol. 44. — P. 602-609.

43. Siva A., Saip S. The spectrum of nervous system involvement in Behget’s syndrome and its differential diagnosis // J. Neurol. — 2009. — Vol. 256. —
P. 513-529.

44. Kalra S., Silman A., Akman-Demir G., et al. Diagnosis and management of Neuro-BehHet’s disease: international consensus recommendations //
J. Neurol. — 2014. — Vol. 261. — P. 1662-76.

45. Giindiiz T., Emir 0., Kiirtiincii M., et al. Cognitive impairment in neuroBehcet’s disease and multiple sclerosis: a comparative study // Int.
J. Neurosci. — 2012. — Vol. 122. — P. 650-656.

46. Akman-Demir G., Mutlu M., Kiyat-Atamer A., et al. Behget’s disease patients with multiple sclerosis-like features: discriminative value of Barkhof
criteria // Clin. Exp. Rheumatol. — 2015. — Vol. 33. — P. 80-84.

47. Kidd D.P. Neurological complications of Behcet’s syndrome // J. Neurol. — 2017. — Vol. 264. — P. 2178-83.

48. Hatemi l., Esatoglu S.N., Hatemi G., et al. Characteristics, treatment, and longterm outcome of gastrointestinal involvement in Behcet’s syndrome //
Medicine. — 2016. — Vol. 95. — P. 3348.

49. Esatoglu S.N., Hatemi I., Ozguler Y., et al. Fecal calprotectin level looks promising in identifying active disease in Behget’s syndrome patients with
gastrointestinal involvement: a controlled and pilot study [abstract] // Ann. Rheum. Dis. — 2016. — Vol. 75. — ABO574.

50. Ceylan N., Bayraktaroglu S., Erturk S.M., et al. Pulmonary and Vascular Manifestations of Behget Disease: Imaging Findings // AJR. — 2010. —
Vol. 194. — P. 158-164.

Haditiwna 0o pedakyii 17.02.2020 p.

A MODERN VIEW OF THE ETIOLOGY, EPIDEMIOLOGY AND CLINICAL MANIFESTATIONS OF BEHCET’S DISEASE

L.Yu. Golovach, Ye.D. Yehudina

Abstract

Behcet’s disease (BD) is a systemic vasculitis of unknown etiology, which is characterized by of variable vessel involvement, and
the main clinical manifestations are recurrent oral aphthous ulcers and genital sores, ocular, joints, gastrointestinal tract and central
nervous system lesions. Although BD is increasingly being diagnosed and effectively treated, the etiology of this disease remains
unclear. In addition, there is a difficulty in developing universal classification criteria, which is associated with geographical differences
in the prevalence, severity of certain clinical signs and the disease severity. This literature review provides the latest data on the
epidemiology, etiopathogenesis, and clinical manifestations of BD. Both certain or «strong» signs for the diagnosis of BD, as well as
probable or «weak» are presented. «Strong» criteria are features that define the BD as a separate nosological unit, that s, a pathological
condition with a unique pathogenesis and more or less unique features that distinguish it from other pathological conditions. On
the contrary, «weak» symptoms are those elements that indicate more than one common pathogenetic mechanism with another
disease. Diagnosis of BD is even more complicated by the absence of specific histopathological or laboratory components that can be
used in diagnosis. Further research and clinical work are needed with an emphasis on understanding phenotypic expression and the
geographical impact on BD development.
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