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bonesnr bexuera (bb) — cucTeMHBI BacKyauT
HEYCTAaHOBJICHHOW 3TUOJIOTUM, XapaKTePU3YIOUIUIACs
SI3BEHHBIM TIOpPaXeHUEM CIU3UCTON TOJOCTU pTa U
MOJIOBBIX OPTaHOB, I1a3 U KOXMU. JIpyrue oprassl (cyc-
TaBbl, XKeJTYJI0UYHO-KUIIIEYHBIN TPAKT, HEPBHAsI CUCTEMA
M JIETKKE) TopaxaroTcs HedacTo [1].

OnucaHusg OOJIbHBIX C KJIMHUYECKUMU TPOSIBJIE-
Husgmu Bb u3BecTHbI enie co BpemeH lumnmnokpara, u
XOTS B TOCJEAYIONIEM OTAE/IbHbIE HAOMIONEHUS ObUIU
MpeACTaBAEHbI APYTUMU aBTOpaMu [2, 3, 4], TOJIBKO B
1937r. Typeuxuit nepmarosnor Xyaycu bexdyeT Bbraenana
CUMITOMOKOMJIEKC U3 TpeX MNPU3HAKOB (CTOMATHUT,
SI3BbI TEHUTAJIUN U UPUIOUUKIIUT) B OTIEIbHYIO HO30-
soruyeckyto gopmy [5]. B 1947T. Ha MexXayHapoaHOM
KOHIrpecce IepMarosioroB B KeHeBe «TpeXCUMIITOM-
HBII KOMILJIEKC» ObUI TIPM3HAH Kak OIpeeieHHOe
3a0ojieBaHMe U ODULUMAIBHO SMOHUMU3UPOBAH KakK
«morbus Behget's» (0one3nn bexuera).

CorjacHO COBPEMEHHBIM JUATrHOCTUYECKUM KpU-
TepusiM MexayHapoqHOU rpymmbl Mo u3ydyeHuio bb,
IS 1AarHo3a HeOOXOMMMBI CIEAyIOIIUe CUMITTOMBI:
pPeUUIAUBUPYIOIIUI a(TO3HBIA CTOMATUT, COYETalO-
Uics ¢ JIOOBIMU ABYMSI U OoJiee CAenyoUMU MPo-
SIBJICHUSIMU: SI3BaMU Ha TIOJIOBBIX OpTraHax (CBEXUE WIU
3apyOlieBaBILINECs ), TTOpaKeHWeM TJ1a3 (3aJHUI YBEUT,
PEeTUHATIbHBIA BaCKYJIUT), MOpPakK€HUEM KOxXu (y3J0-
BaTas 3puTeMa, IMCeBAOGMOUIMKYIUT, aKHEMOJAOOHbIe

bonesnb bexuera (Bb) — cucTeMHBIIT BaCKYJIUT HEYCTAHOBJIEHHOM 3THUOJIOTMU, XapaK-
TEPUBYIOIIMICS I3BEHHBIM MOPAaKEHUEM CIIM3UCTOM ITOJIOCTU PTa U IIOJIOBBIX OPraHOB,
r1a3 u Koxu. JIpyrue opraHsl (HepBHasI CCTeMa, JIETKKE, CYCTaBbl, 3KEJIyI0YHO-KUIIIEY-

OCO0EHHOCTBIO 3TOI0 BACKYJIMTA SIBJISICTCS TTOPAaXKEHNUE COCYIOB BCEX pa3MEPOB U TUIIOB.
IIpencraBieHsl 0030p OCHOBHBIX JIETOUHBIX MposiBieHUli BB (aHeBpU3MBI JErOYHBIX
apTepuii, apTepUajbHble M1 BEHO3HbIC TPOMOO3bI, TAPEHXUMATO3HOE ITOPAKEHUE JICTKIX)
M OIKcaHue COOCTBEHHOTo HaboaeHUs 601bHOTO BB ¢ MHOXECTBEeHHBIMU JIETOYHBIMU
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BBICBITIAHMST ), TIOJIOXKUTEbHBIM TECTOM IMaTeprun (CTe-
pWibHas IycTyja, BO3HUKamIas yepe3 24—48 yacoB
Ha MeCTe YKOJjia CTEPUIbHOMI UIjoii) [6].

B Hacrosiiiee Bpemst 3T0 3a00JIeBaHME OTHOCST K
MYJBTUCUCTEMHBIM, TMOCKOJIBbKY BB — 3T0 Backymur,
MPU KOTOPOM TTOPaKAIOTCs COCYIbl BCEX pa3MepoB U
TUTIOB, TO €CTh TEOPETUUYECKM B MATOJIOTUUECKUI TTPO-
11ecC MOXEeT BOBJIEKAThCSI JTI000I OpraH.

IlepBoe coobilieHre 0 OOJIBHOM C JIETOYHBIMU MPO-
apaenusimu bb natuposano 1959r. [7]. K Hacrosiinemy
BpeMeHU B JuTeparype omnucaHo 6osiee 500 ciydyaeB
9TOM matoJioruu [8].

IMopaxenue nerkux npu bb, obycioBieHHOe Bac-
KYJTUTOM JIETOUHBIX apTEPUii, BeH, CETITAIbHBIX KaTTuI-
JISIPOB, Pa3/esIsieTcs] Ha TPU TPYIIBL | — aHEeBPU3MBI
JIETOYHBIX apTepuii, 2 — TapeHXMMAaTO3HOE TTOPaKEeHNE
JIETKUX U 3 — apTepualibHble ¥ BEHO3HBbIE TPOMOO3BI,
MHOAPKT JETKOTO, JIETOYHbIE TeMOPpParu M TUIEBPUT
[9, 10].

YacToTa JIETOYHBIX TIPOSIBIICHUI IIIMPOKO BapbUpy-
€T B pa3HbIX cTpaHax — oT 1% no 18% [11 — 14].

HauGosbliero BHMMaHUs 3aciyKMBaeT Mopaxke-
HME JIETOYHBIX apTepuii — BTOpoe To 4acTtoTe (Tocie
aopThl) CpelM apTepuajbHBIX MopaxkeHuit npu bb,
UMelolllee HeOJIaronpusTHBIA MPOTHO3, 3aHUMAlOIIee
Belyllee MeCTO Cpelud MPUYMH CMepTu OosibHBIX Bb.
YcraHosneHo, yto 30% MalMEeHTOB C JIETOYHBIM IPO-
11eCCOM, OOYCJIOBJIEGHHBIM OCHOBHBIM 3a00JIeBaHMEM,
YMHpAIOT B TeueHue asyx Jiet [10, 12, 15, 16].

V. Hamuryudan u coaBT. moka3aju, 4TO CPEIHSIs
BBIKMBAEMOCTh OOJIBHBIX TOC/IE Havyajla KpoBOXapKa-
Hbsl coctapisiia 10 mecsues [17]. B onHoM U3 nocnen-
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HUX 0030poB aBTOopamu u3 bpaszunuu mokaszaHo, 4TO
TPEXJIETHSIST BBLKUBAEMOCTD MAIlMEHTOB C 3TOM 11aToJIO-
ruei 61arogapsi UHTEHCUBHOU MMMYHOCYTIPECCHUBHOM
Teparuu gocturaet 88,8 % [18].

B cBsI3U ¢ penKocThiO TaHHOM IaTOJIOTUM TPUBO-
UM COOCTBEHHOE HaOoAeHWe (GaTaabHOIO Ciydas
6osibHOTO BB € J1erouHbIM MopakeHUeM.

Bombnoit K. 20 ner, aBapen, moctynuin B OI'Y
Wuctutyt xupypruu um. A. B. BuinHeBckoro B mae
2007 r. ¢ xajmobamu Ha KpoBoxapkaHbe (mo 100 mi
B CYTKM CBeXell KpOBbIO), KallleJb C BbIIEJEeHUEM
HEOOJIBIIIOTO KOJTMYECTBA CIIM3UCTON MOKPOTBI, OJIBIIII-
Ky CMEIIaHHOTO XapakTepa B IOKOE, PEelUIMBUPYIO-
1111e SI3Bbl CIM3UCTON 000JI0UKHM POTOBO MOJOCTU U Ha
TeHUTAINSX, OOJIE3HEHHBIE y3/I0BaThie BBHICHITIAHUS Ha
pyKax, Horax, Irpyau, cepaledueHue, ciadocTb, yTOM-
JISIEMOCTb, MOBBILLIEHWE TeMIlepaTyphbl Tena 10 38-39°C
10 BeuepaMm, OTeKU HWKHUX KOHEYHOCTeH, OOMIbHAs
MOTJIMBOCTh B HOYHOE BpeMsI.

W3 anamHe3a: OojieH Ha MpPOTsSKeHUU 2-X JieT (c
17 net), Gosie3Hb AeOOTUPOBAIA Y3/J10BaTONM PUTEMOI
HWKHUX KOHEYHOCTSX (puc. 1), 3aTeM MpUCOEAUHU-

Pucynox 1
VY3JIOBATASI DPUTEMA HA HUZKHUX KOHEYHOCTAX

JIMCh aTO3HBIN cTOMATUT (OOJIE3HEHHBIE SI3BBI BO PTY,
3axkuBatoue B teuyeHue 7-10 gHeil) (puc 2) U 3B
TeHUTAINI (Ha MOIIOHKE, ITOJIOBOM WICHE, eOUHWY-
Hble, OOJIe3HEHHBIE, 3aXuBawllue B TeueHue 14-20
nHei). PeuuauBbl mociaeaqHux Habawogaauch 1 pa3 B
2-3 mecsaua. JleueHue y nepmarosioroB 6e3 addexra.
Yepes 1, 5 roga mMosiBWICS CUMMETPUYHBIA OTEK HOT
o B/3 Gemep, TOrma ke BIIEPBBIC BO3HUKIIM SITU30.IBI
KpoBoxapkaHbs. [To MecTy xuteabcTBa (. Maxaukasa)
IUATHOCTUPOBAH aHTUMOCHOIUIUIHBINA CHHIPOM,
TpoM003 TITyOOKMX BeH HIDKHUX KOHEUYHOCTEH M Ta3a,
peuunuBHUpyoliasg WH(apKTHas ITHeBMOHUS. I[Ipm
KOMITBIOTEPHOI TOMOrpaduy TpyIHON KIETKH OOHa-
PYXeHbl MHOXECTBEHHBIE OYaroBEIC 0OOpa30BaHUS B
00eUX JIETKUX, TIPEUMYIIECTBEHHO ITPUKOPHEBOI JTIOKA-
JIU3alU. 3anoJ03peHO0 METacTaTUYeCKOe MopakeHue
JIETKUX, WU OOJbHOMY OBbLIa BBHITIOJTHEHA IWArHOCTH-
yecKasl TOPAKOCKOIUS M OTKPHITasT OMOIICUS JICTKO-
ro. JluarHo3 -uH(apKTHas MHeBMOHUS. B pesynbraTte

Pucynox 2
A®DTA HA CJIN3UCTOM I'YBbI

v —

JIeYEHUSI aHTUOMOTUKAMU U MPETHU30JI0HOM OTMEUEHa
MOJIOXUTENbHAs TUHAMUKA, HO MPOAOJIKAIU TOBTO-
PATHCSI AMU30/IbI KPOBOXapKAHUSI.

Ilpu ocmompe: obliliee cocTosiHME OOJBHOIO Cpell-
Hell TSDKeCTH, MOHMXKEHHOTO IMWTaHWs, TeMmIleparypa
tena 38°C. KoxHble MOKPOBbI U BUIAUMBbIE CIIM3UCTHIC
OnenHble, 6€3 MPU3HAKOB TPOMDUUECKUX HAPYIIEHU B
00acTU HMXXKHMX KOoHeuHocTeil. Ha GokoBoii moBep-
XHOCTU TPYIOW U XMBOTA, a TaKXe B MaXOoBOW obJjac-
TU BUIHBI TMOIKOXHBIE BEHO3HbIe Koytatepasu. Ha
TOJICHSIX U Oelpax 3JeMEHTHI Y3JIOBATOW SPUTEMBI J0
3 ¢cM B AuamMeTpe, pa3Hoi maBHocTU (puc 1), oTeKoB
HeT. [lynbcanus nepudepryeckux apTepuili coxpaHe-
Ha. f3bIK 4uCTBIA, BAaxHbI. Ha ciusucroil mek u
ry0 UMMeEIoTCSl eAMHUYHbIe OOoJIe3HEHHbIe a(Thl, pa3-
MEpOM 0 5-6MM B AMMETpE, C YETKUMM TPaHMIIAMHU,
SIPKO-KpacHbIM 000AKOM T0 mepudepuu u Oejieco-
BaTbiM JHOM (puc 2). IpyaHasg KJeTKa MpaBUIbHOW
(dOpMBI, ACTEHUYECKOTO KOHCTUTYIIMOHAJIBHOTO TUIIA.
O0e MOJOBUHBI TPYAHOM KJIETKM OAMHAKOBO Y4acT-
BYIOT B akTe AbixaHus. Y=24 B muH. PernoHapHblie
auMdaTtrudeckKue y3iabl He yBeauuyeHbl. [lepkyTopHO
crpaBa B MPOEKIIMU HUXHEN 10U — TYMOCTh, ayCKYJb-
TaTUBHO JIbIXaHUE PE3KO OCJIa0IeHO, eNMHUYHBIE CyX1e
CBUCTSIIIME XPUIIBI; B APYTUX OTHeaax — 0e3 maTosio-
ruu. CepaedyHble TOHBI 3ByYHBIE, aKIIEHT 2-TO TOHA Ha
nerounoin aprepun, YCC-92 B mun, AJII=110/60 mm pT.
ct. ZKuBot msrkuii, 6/6. [leueHb u cene3eHKa He Tajlb-
nupytorcs. Ctyn obopmieH. Cumntom [TactepHankoro
OTpULIATEIeH ¢ 00erX CTOPOH. MoUyenucnycKaHue CBO-
0omHOEe, MaTOJOTMYECKOTO OTAENSIEMOTO U3 YPETPhI HE
oTMeuyeHo. HapyxHble MoJioBble OpraHbl HOPMaJbHO
pa3BUTHL. BosocsHoI MOKPOB yMepeHHO BbipaxkeH. Ha
KOXe MOIIOHKM MMEIOTCS O0sbliure TIyOoKue SI3BbI C
THOMHO-HEKPOTUYECKUM OTAEsIeEMbIM (puC.3), MHO-
JKeCTBO OeyiecoBaThIX pyournKoB. OTMeuaeTcs He3HaUU-
TeJIbHOE YBeJINYeHUE TUM(MATUUYECKUX y310B B ITaXOBOM
obnactu. Anuky HaxomaTrcs B MouioHke. [Tanbnanus
JIEBOTO SIMYKA W JIEBOW TMOJIOBMHBI MOIIOHKU 00je3-
HEHHa, KOHTYPHhI SIMYKa CIJIaXEHbI 32 CYET OTeKa OKPY-
Xaomux TKaHen. [TpoMexXHOCTh U 00JIacTh 3aJHETO
npoxonaa 6e3 NaToJIOTUu.




HAYYHO-ITPAKTUYECKAS PEBMATOJIOT A Ne 4, 2009

Pucynok 3
A3BbI HA MOIIIOHKE

Jlabopamopruie dannvie: TemorioouH -120r\J1, sput-
pouutbl — 4. 64x10 '*\;1, neiikoumutsl — 10. 9x10°\s,
mMd-21%, COD-38mm/uac, npoteHypust 0. 023r\x.
Koarynorpamma: ruriepkoaryyisiiust 2 CT, MpU3HAKU
TpoMOOGUINU, CHUXEHUE MNPOTPOMOMHOOOpa3oBa-
TeabHON (byHKIMY remarouurta lect, MHO 1. 54En.

Hucmpymenmanwvroe oocredosanue: DKI: putMm cuHy-
COBBII, CHHYCOBas TaXuKapans 10 94-95 B MUH, 3JIEKT-
pudeckasi och cep/ilia OTKJIOHeHa BripaBo, P-pulmonale.
OTMeYeH OTHOKPATHBIN 330/ KeITyTOYKOBBIX IKC-
TPACUCTOJI C YaCTOTOM A0 1-2 B MUHYTY.

OxoKTI: UCC -125-130 B MUH., pa3Mepsl MTOJ0CTEMl
cepliia B HOpMe, 30H TUITIOKMHE3a B JIEBOM XeJTyl104-
K€ He BBISIBICHO, COKpaTUTEIbHas (PYHKIIMS JIEBOTO
Kenyaouka B HopMme. @pakius Beiopoca — 61%, ynap-
HbIII 00beM — 51 MJI, MUHYTHBIIA 00beM — 6, 4 JI/MUH,
cepAeuHblli MHAEKC — 3, 8, pacXoXIeHue CTBOPOK
aoOpTAJILHOTO KJjallaHa B CUCTOJy 18MM, IBMXEHUE
CTBOPOK Ha MUTPAJIbHOM M TPUKYCITUIATLHOM KJlaraHe
pa3HoHarpaBieHHoe. 3akioueHue: MccinenoBanue Ha
done Taxukapauu. Kamepbl cepaiia He pacIIMpeHBbI.
CokpaTtutenbHass QyHKIMS MUOKapJa YIOBJIETBOPH-
TenbHas. KimamaHel cepaiia CTpYKTYpPHO HE U3MEHEHHBI.
[MaTonoruveckre MOTOKU HE BBISIBIICHBHI.

JlymieKCHOe CKaHWPOBAaHUE COCYIOB BEPXHUX WU
HWKHUX KOHEYHOCTE: nccaeqoBaHHbIE apTepUU TT0JI-
HOCTBIO TTPOXOJMMBI, CTEHKA HE YTOJIIeHa, KPOBOTOK
MaructpaibHbiii. TpoM0OO03 COCYyIOB pa3HBIX JOKAJIM-
3aLlMii: MPaBO BHYTPEHHEU SIPEMHOU BEHBI, MTOAKIIIO-
YUYHOM, TOAMBIIIEYHON, OOIINX M HAPYXHBIX TOMI-

B3JOIIHBIX, OOIIMX M TOBEPXHOCTHBIX OEIPEHHBIX,
MOJKOJIEHHBIX, OOJbIION TMOAKOXHOW BEH C 00erx
CcTOpoH. JlnameTp HUKHEH MOJI0i BEHbI HAa YPOBHE TH1a-
dparmbl 20MM, Ha YPOBHE MTOYEUHBIX apTepuii — 13mMm,
B MH(papeHaJTbHOM OTAeIe — IMM.

CrnipoMeTpusi: KpallHe pe3KOo CHUXKEHA XU3HEHHas
eMKOCTb JIeTKUX 10 41. 7% HopMbl (2. 22J1), CHUXKEHBI
00BEMHBIE CKOPOCTHU (popcupoBaHHOTO Bhlmoxa, YA-17
B MMWH, AbIXaTeJbHbIA 00beM — 800MJI, MUHYTHBI
00beM abixaHust — 13. 6J1/MuH.

KT rpynHoit K1eTKu ¢ KOHTpaCTUPOBAaHUEM: COCY-
JIUCTbIe 00pa30BaHUS BJIETKOM (aHEBPU3MBbI CETMEHTap-
HBIX BETBeH JIeTOUHOI apTepunt) (puc 4). AHOMaJIbHOE
CTPOEHUE BE€H CPENOCTEHUSI M, BEPOSITHO, HIUXHEWU
noJioit BeHbl. [Ipr3HaKu JerOYHO TMITePTEH3UM.

Pucynok 4
MHOXKECTBEHHBIE AHEBPN3MbI JIETOUYHbIX
APTEPUI

VY3U1 opraHoB OploiiHON mosocTu: nuddys3Hbie
U3MEHEHUs] B MapeHXUMe MeYEHU, TeMaHTMoMa JIEBOW
IOV TIeueHu, 13x14MmM.

Y3U MOUIOHKHU U SIMYEK: Y BEPXHETO MOJII0Ca JIEBO-
ro siMykKa TOHKas XWMIKOCTHAs IOJ0CKa, TOJIIMHOW
3MM, MPUIATOK JIEBOTO SIMYKA HE YBEJIUYEH, MaTOJIOTH-
YeCcKUX 00pa30BaHUI HE BBISIBJICHO.

bonbHoli KoHCcyabTUpoBaH B HUW peBMaronoruun
PAMH, rne nuarHoctupoBaHa 6ojie3Hb bexyera Ha
OCHOBAaHUU CJEAYIOLINX KPUTEPUEB: PELUIUBUPYIO-
K aTO3HBIN CTOMATUT, SI3Bbl TEHUTAIUI, y3J10BaTAast
spUTeMa, SMUAUIUMUT, COCYAUCTBIE OCIOXHEHUS —
MopaxkeHue apTepuil (MHOXECTBEHHbIE JBYCTOPOHHUE
AHEBPU3MBI JIETOYHOU apTepuu) U BeH (TpoMOO3 HUXK-
HEW U BEPXHEU IOJIbIX BEH, TPABOW BHYTPEHHEN SIpeM-
HOI BEHbI, MOJAKIIOUNYHOM, MOAMBILLIEUHOM, OOLINX U
Hapy>XHBIX MOAB3IOLIHBIX, OOIIMX W MOBEPXHOCTHBIX
OeIpeHHBIX, TOAKOJIEHHBIX, 00JIBIIION MTOAKOXHO! BEHBI
BeH ¢ 00eux ctopoH). IToctTpombobaeouTrUYeCKuin
CUHIPOM 00euxX HUXHUX KOHEYHOCTEeW, OTe4yHas
dopma, B cTaiuy KOMIEHCAIUM.
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PexoMeHnoBaHO JieueHUeE: MyJIbC-TepaIus TITIOKO-
koptukouaamu (I'K) mo 1000mMr meTwinpeaHu30g0Ha
B\B B TeueHue Tpex nHeil. Ha Tpetuii meHb — mymbc-
tepanusi 'K u nuknodochanom ogHokpatHo 1000mr.
Ha ¢one tepanuu ymydmmiaoch 00beKTUBHOE U CYOb-
€KTUBHOE COCTOSIHUE TallMeHTa, MPEKPaTUIUCh BIH-
30[IbI KPOBOXapKaHbsl, 3HAYUTEIHLHO YMEHBIIMIACH
OJIBIIIIKA, HE OBUTO PelMANBOB ahTO3HOTO CTOMATUTA U
y3JI0BaTOM 3pUTEMbI, HOPMAJIM30BaJIach TeMIlepaTypa,
YMEHBIIUIACh CI1abOCTh.

IManment BeimucaH M3 MHCTUTYTA XUPYPTUU WM.
A. B. BuliHeBCcKOro Ha gajbHelilliee JedeHrue Mo MeCTy
JKUTEBCTBA C PEKOMEHAAIUSMU TIPOAODKUTH ITyJThC-
Tepanuio MEeTWINPEIHU30JIOHOM U ILuKiIohochaHOM
1 pa3z B mecsai mo 1000Mr kaxkaoro (CoracHO peko-
meHpauusiM EULAR ot 2008r). Haznauen metunpen
BHYTPb 24MT\CYT.

M3BecTHO, uTO yepe3 2 Mecslia B pe3yJibTare Mac-
CHUBHOTO JIETOYHOTO KPOBOTEUYEHUsI, OOYCIOBIEHHOTO,
BEpOSITHEE BCETO, Pa3pbIBOM JIETOUYHOW aHEBPU3MBI,
MaIMeHT CKOHYaJICS.

Ob6cyxncoenue

HauGonee yacThiM TIpM3HAKOM JIETOYHOTO TOpa-
xeHus npu bb gBnsgercs popmupoBaHue aHEeBpU3M
JlerouHbIx aprepuii (AJIA), cocTaBisionux 6ojee yem
80% ot Bcex yieroyHbix mpossieHuin bb [19]. Yaiue
BCEero o0Opa3yloTcss aHEBPU3MBbI B JIETOYHBIX U OPOH-
XUAJIBbHBIX apTepUsiX, OCJIOXHSIOIIMXCS KPOBOXapKa-
HUEeM. BO3MOXHBI U Ipyrue JIOKaJIU3allui aHEeBPU3M.
Panee Hamu HaOmomasicsl ciaydaii pa3pbiBa aHEBPU3-
MbI TIpaBoii OOlllei MOAB3AOLIHON apTepuu Ha (hoHe
rernapuHoTepanuy Mo moBOAY OCTPOro TpoMoodaedu-
Ta MOAKOXHOW BeHBI JieBoro oeapa. IlaiueHTy ObLIO
MPOBE/IEHO TIOJB30IITHO-0eIpeHHOE TTPOTEe3UPOBaAHE
CUHTETUYECKUM TPAHCIUIAHTATOM.

AHau3 onyOonukoBaHHbIX ciydyaeB AJIA npu bb
MOKa3aJjl, 4YTO MOCJIeIHUE SIBJISTIOTCS YIaCThIO MOJIOMIBIX
Jn (cpeaHuii Bo3pacT nmauueHToB coctaBua 30,1 ser,
kosiebanus ot 10 go 59 ner), u3 Hux 89 % ObUIM MYX-
ckoro moyia. CpemHUi MHTepBal MEXIy TMarHOCTUPO-
BaHueM bb u pa3Butuem AJIA cocTaBisieT B CpeIHEM
5,5 ner (ot 6 Mec g0 26 yet). YacToTa BHEIETOYHBIX
COCYIMCTBIX OCJIOXHEHUI (B OCHOBHOM TPOMOOTHYEC-
kux) y 6onbHbIx BB u AJIA nocturaer 78%. Iloutu y
Bcex nanueHToB ¢ AJIA ObLIO KpoBOXapKaHUe pa3iny-
HOW cTerneHU MHTeHCUBHOCTHU (1o 500 M), B pe3ysib-
TaTe pa3pbiBa aHEBPU3MBI C 3pO3Uell B OpOHX WU
pa3BUTHUSI aKTUBHOTO BacKyJuTa. YCTAaHOBJIEHO, UYTO y
OoJIbIIMHCTBA MaleHToB AJIA ObUTU IBYCTOPOHHUMU
U MYJIbTU(POKATbHBIMU. 1 U 5-J€THSIST BBIKUBA€MOCTb
MallMeHTOB C 3TUM TMopaxeHueM coctasisier 57 %
u 39 %, COOTBETCTBEHHO. BOJBIIMHCTBO JeTalbHBIX
MCXOJOB HACTYIAeT B TeUEHUE TIEPBBIX MECSIIEB TTOCIIEe
JUArHOCTUPOBaHUS JaHHOW nartosioruu [8, 20-25].

JInarHocTukKa MmapeHXUMaTO3HOTO TTOPaKEHMS JIeT-
kux nipu bb cioxHa, a cuMnromaTka MHOrooopas-
Ha M HecneuuduuyHa. Y 6oabHbIXx Bb (kKak ¢, Tak u
0e3 AJIA) onucaHbl ciaeaylole peHTIeHOJ0rnYecKue
TIPOSIBJIEHMSI: aTeJIeKTa3bl, KIMHOBUIHBIC WIN JIMHEH-

HbI€ TEHU, HEAOCTATOYHO YeTKME OYaroBble WU CeTYa-
Thle 3aTeMHeHMs], (pudbpo3, OPOHXOOOJUTEPUPYIOLLIAS
opraHu3oBaHHas NHeBMOHUsS. OHM paccMaTpUBAIOT-
Csl KaK pe3yJIbTaT JIETOYHOTO KPOBOMBIUSHUS W/WIN
uHdapkToB. [THeBMOHUs npu Bb MOXeT BO3HUKATH
B pe3y/bTare BacKyJauTa MapeHXWMAaTO3HBIX COCYIOB
JIETKUX WU OBITh BTOPUYHON Ha (HOHE UMMYHOCYIIpec-
CUBHO Tepanuu [26-29].

IIneBpuTHI pa3BUBAIOTCS BCIEICTBUE TPOMOO3a BEep-
XHEW MOJION BEeHbI, MH(APKTa JErKOro WU IJIeBpasb-
Horo BackyauTa [30, 31].

Onucansl 5S3BbI B OpoHxax [32], ciyyaii bb ¢ s03u-
HobWIbHOM TTepudepudeckoii MHEBMOHUEH, TMarHOC-
TUPOBAHHOU Ha OCHOBAaHUU MAaHHBIX YPe30POHXUATb-
HOI OWOTICUM, TPOSBISIONIEHCS HECerMeHTalbHOM
JlerouHoit uHguabTpanueit [33].

Jluaenocmuxa

AHEBPU3MBI JIETOUHBIX apTepUil JIErKO BU3YAIU3U-
pYIOCSL B BUJIE OKPYIJIbIX 3aTEMHEHUI MPU PEHTIEHOT-
paduu opraHoB rpyaHoU Kietku [34].

C mosBAE€HUMEM HOBBIX METONOB BHU3yaJIU3alllH,
TaKuUX KakK COUpajJibHass U MarHUTHO-PEe30HaHCHas
ToMorpacdusi, B MOCAENHNE TOAbl CYIIECTBEHHO YJIy4-
LIWJIACh AUATHOCTUKA JIETOUHBIX MposiBiieHuit bb, xoTs
COXPAHSIOTCS TPYAHOCTA B TUATHOCTUKE MapeHXyuMa-
TO3HOTO MOPAXXEHUSI JIETKUX.

CnupanbHasg ToMorpadusi B HacTosllee Bpems
SIBJIIETCSI METOJIOM BbIOOpA JJIsI TOCTAHOBKM JMarHo3a
AJIA, Tak Kak oOecrieuyrBaeT MPEeBOCXOJHYIO BU3Yau-
3aLMI0 COCYAUCTOTO pycjia Py MajioM UCTOJb30BaHUU
KOHTpacTHOTO BelecTna [35].

MarHuTtHo-pe3oHaHcHass Tomorpadus (MPT)
TaK>Ke MOXKET UCIOJb30BaThCS 11 AUATHOCTUPOBAHUS
aHEBpPU3M JIETOUYHbIX apTepuu. OJHAKO BBIIOJHEHUE
MPT B pexxume aHruorpaduu HEBO3MOXHO Yy TTAlIUEH-
TOB C BEHO3HBIMU TpoMbo3aMu [36 -40], a KaK yKa3bl-
BaJIOCh BBIIIE, OHU BCTPEUYAIOTCS JOCTATOYHO YacToO y
nauueHToB ¢ AJIA.

Tucronornyecku AJIA nipeACTaBAsIIOT cOO0I neheKT
apTepuaIbHO CTEHKU (HEKOTOpble aBTOPbI Ha3bIBa-
0T ero «adToil aprepun») ¢ MEPUBACKYISIPHOU JTHUM-
¢oMoHOLIMTapHOI WH@UIbBTPALIMEil CTEHOK COCYIOB,
KanuuISIpOB W BEHYJ U YTOJIUIEHUEM MHTUMBI C Jiere-
HEpaTUBHBIMU U3MEHEHUSIMU 371aCTUYECKON TIaCTUKU
[41-43]. CyutaroT, YTO OCHOBHOI MaTo(PU3nN0I0THIYEC-
KUI TIpoliecc — 3TO BOCTAJIEHUE vasa vasorum CpeaHein
000JIOUKM cocyla, KOTOPOE BBI3BIBAET pa3pylleHHUe
9JIaCTUYECKMX BOJIOKOH U PaCUIMPEHUE €TO JUaMeTpa B
9TOoM MecTe. KpoMe Toro, CTeHKM cocyaa yTOJIIA0TCS
3a CYET BOCIAJEHUsI U UHPUAbTpalluy JUMMPOLUTAMMU,
TUTa3MaTUYEeCKUMU KJIeTKaMu U HeiTpodunamu [44,
45].

Jlerounslii TpomM603 mpu bbb 0OBIYHO sBIsETCS
TpoM0Oo30M in situ. HecMotpst Ha To, uTo AJIA yacrto
coyeTalTcsl ¢ TpoMOO3aMU TIIYOOKMX BE€H HUXXKHUX
KOHEUYHOCTe!, TPOMOBI B BOCHAJIEHHBIX BEHAX HVXKHUX
KOHEYHOCTEU OUYeHb «JIUIMKHE» W IO3TOMY JIeTOUHast
ambonus nipu BB penka [17, 39, 45, 46].
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Jleuenue

OmnpeneysieHHbBIX J0KAa3aTeabCTB, KacCalolIUXCs
9¢b(HEKTUBHOCTH JIeYeHUsI TIPU TMATOJIOTMU KPYITHBIX
cocynoBy 60sbHbIX BB, HeT. Kaxablii ueTBepThIii 60J1b-
Hoil Bb nMmeeT pa3nuuHbie TPOMOOTUYECKUE OCTOXHE-
Hus. [1pu 2TOM MaroreHe3 apTepuaibHbIX U BEHO3HBIX
TPOMOO30B 10 KOHIIa HesiceH. BoJbIIMHCTBO aBTOPOB
CUYUTAIOT, YTO TPOMOOTHYECKME (HaKTOPHI (HAPYIIEHUS
B CUCTEME KOaryJsiliiu, FTeHeTUYeCKre MyTaluii (hakTo-
POB CBEPTHIBAHUSI) HE BIUSIOT Ha pa3BUTHE TPOMOO30B.
IMonaraiot, YTo NEPBUYHOM MaToONOTHEN, MPUBOIASILIEH
K BeHO3HOMY Tpombo3y mnpu bb, sBisercs Bocmnaie-
HUE COCYIUCTOW CTeHKU. Mcrojb30BaHWE CUCTEM-
HOW MMMYHOCYIIPECCUM YMEHbIIAeT 3TO BOCHaJIeHUE
W CHUXAeT PUCK IMOBTOPHBIX TPOMOO30B M Pa3BUTHS
MoCTTPOMOO0MDIEOUTUYECKOTO CUHAPOMA.

Jleyenue JserouyHbIx mposiBieHuir bb — cioxHas
3a/aya, MOCKOJbKY HET PaHIOMM3UPOBAHHBIX UCCTIE-
JOoBaHUU, Kacawomuxcsd 33OOEKTUBHOCTU pPa3HBIX
TepaneBTUYECKUX cxeM. PekoMeHgauuu Mo Je4eHUIo
JIETOYHBIX TIposiBiieHUsT bb ocHOBaHBI Ha pe3yJibTaTax
otnenabHbIX Habmonexnuii [47-51]. B EULAR pekoMeH-
nanusx mno jeyeHuio bb, ony6ankoBaHHbIX B 2008T,
TPeThsl PEKOMEHIAIMS KacaeTcsl TSXKeJbIX COCYAUC-
TBIX OCJIOXXKHEHMH, TaKUX Kak cuHapoM bamma-Kuapu,
AHEBPU3MBI U TPOMOO3bI JIETOYHBIX COCYAOB, U Mpe/ia-
raet cjieaylollyo cxemy: myabc-Tepanus 'K, nukio-
dochan, 'K BHyTpb— BbICOKHUE 103bI B TEUEHUE 2-X JIET
C MepexoJ0oM Ha azaTUonpuH [52].

B nociegHeM o63ope, Kacawoiiemcs jedeHus: AJIA
npu bb, A. Santana u CcoaBT. peTPOCHNEKTUBHO MPO-
caenwin cynbOy 9 mauuentoB ¢ bb (7 U3 Hux Myx-
CKOTrO TOJIa) C JIETOYHBIM TMopaxeHuem. Y 8 ObLIU
AJIA, nerouHble TPOMOO3BI Yy 3, aJIbBEOJISIPHBIE TeMOP-
parun y 1 u eme y 1 — jerouynas rumnepreHsus. Bce
MalMeHThl TMOAyYaiM METWINPEIHU30J0H B coyeTa-
HUM ¢ xJlopaMOyuujioM Jubo uukiaopochaHoM, WIK
ModeTtuaom MukodeHanata. OTMedeH 0JaronpusiTHbIR
HUCXOJ y MalleHTA C aIbBEOJIIPHBIM KPOBOU3IUSIHUEM U
TpoM0O030M (C KpOBOXapKaHUEM, aHEMUEN, OOLIUPHOI
JIETOYHOW MHMWIBTpalliell B HIDKHUX OT/EIaX MpaBo-
ro Jierkoro). JlerouHast amM00/u1s OblUTa MOATBEPXKIECHA
aHruorpacduei 1erouHsix cocynoB. ONUH U3 MaleHTOB
B 3TOM HCCJEIOBAHUM CKOHYAJICS Ha TPETHEM MeECSIIe
MMMYHOCYIIPECCUBHOI Tepaluu B pe3yJibTaTe MacCUB-
HOro KpoBOXapKaHbs, Kak 1 B HallleM ciiydae [18].
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Abstract

R.G. Goloeva, Z.S. Alekberova, T.V. Lapina
Lungs damage in Behget’s disease

Behget’s disease (BD) is a systemic vasculitis of unknown origin characterized by ulcerous
damage of oral and genital mucosa as well as eyes and skin. Other organs (nervous system,
lungs, joints, gastro-intestinal tract) are rarely involved. Damage of vessels of all sizes and
types is a feature of this vasculitis. Review of main lung BD manifestations (pulmonary
artery aneurisms, arterial and venous thrombosis, parenchymatous lung damage) and own
description of a pt with BD with multiple pulmonary aneurisms are presented.

Key words: Behcet’s disease, pulmonary damage, pulmonary artery aneurisms
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