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Peslome

BoaesHb bexyeTa (BB) —3To peAKHif CUCTEMHbIN BACKYAMT C MO-
pPa>KeHnem CoCyAOB PAa3HOro kaAubpa. Bb AvarHocTupyioT npm
HAAMYUMN PELIMANBHUPYIOLLLEro adpTO3HOro CTOMATHTA, CoYeTa-
IoLLLEerocs ¢ Alo6bIMH ABYMA M GOAE€€e NPOABAEHMAMM — A3BAMMU
HQ MOAOBbIX OPraHAX, MOPAXEHUEM TAA3, KOXM M MOAOXKM-
TEAbHbIM TECTOM NATEPIr1MH, d TAKXKe NpH NO3UTUBHOM TeCTe
Ha aHTureH HLA-B51. B cTaTbe NpPeACTABAEH KAMHNYECKMI
cAyqai BB y naumeHTKH, UMeloLL,el CeMEeHHYIO arperaumio
3a060A€BAHMUA, C TUMMYHBIM BOAHOOBPA3HbIM TE€4EHNEM C Mo-
CAEAOBATEAbHbIM BOBA€YEHMEM B NPOLLECC PA3HbIX OPraHOB
U cuctem. ABTOPAMH AQH AHAAU3 PA3BUTHUA KAMHNYECKOM
CUMMTOMATUKH, AMHOMMKHM BEAYLUMX CUHAPOMOB, QATOPUTMA
ANArHOCTUKU M TAKTUKM A€KAPCTBEHHOM Tepanuu bb, koTopas
6a3MpoBAAACH HO COBPEMEHHbIX OTEYECTBEHHbIX M MEXAY-
HAPOAHBIX KAMHUYECKUX PEKOMEHAALMAX C MO3MLUN BAUAHUSA
cbapmakoTepan1u Ha NPOrHo3 3a60AeBaHMs.

Katouesbie caoBa: 6oaesHb bexyeTa, agpTO3HbIi CTOMATHT,

Summary

Behcet's disease (BD) is a rare systemic vasculitis,
which affects vessels of different size. BD is diagnosed
in the presence of recurrent aphthous stomatitis, com-
bined with any two or more manifestations: genital
ulcers, eye and skin damage and a positive pathergy
testing, as well as the presence of positive HLA-B51
test. This article describes the clinical case of a patient
with Behcet's disease, who has a family aggregation
of the disease, a wave-like course, and the gradual
involvement of new systems. Authors have considered
not only the development of clinical symptoms and the
dynamics of the course of the disease, but also have
presented algorithms for BD diagnosis and freatment
in this patient, which had been based on the current
national and international clinical recommendations
focusing on the therapy impact on the prognosis in BD.
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Brenenne

Bonesns bexuera (BB) sBnsercs
IpPEACTaBUTENIEM PEAKO BCTPEUAIOLIETO-
Csl B €BPONEICKON MOMYNALUU CUCTEM-
HOT'O BacKyJIUTa, XapaKTE€PU3YIOLIErocs
HOpa)KeHHEM COCY/IOB Pa3HOTO Kauopa.
HanbospIas yacToTa BCTpEe4aeMOCTH OTMEYAETCS B TEX CTpa-
Hax, pacHoJ0XKeHNUE KOTOPBIX UCTOPUUECKH COOTBETCTBYET
reorpaduu Benukoro menkoBoro nytu [3]. Hanbonemmmit
BKJIAJl B CTaTUCTHKY 3a00JIEBAEMOCTH JaHHOW MATOJOTHH
pHOCAT Typrus (80—370 ciryuaes Ha 100 TEHIC. YeTOBEK),
apabckue crpaHsl, a Taroke Kuraii (14 va 100 ThIC.), SOHNS
(11,9 ma 100 TBIC.) [1, 3]. B eBpormeiickux cTpaHax pacupo-
cTpaHeHHOCTh bb 3HauntensHo Hke (2,5 Ha 100 ThIC.) [2, 5].
JIaHHBIX MHUEMUOJIOTMYECKOTO aHAJIM3a PACIPOCTPAHEH-
HocTtu Bb B poccuiickoil monymnsuuu HeT. Bmecte ¢ Tem
OTAENbHbIE KIIMHUYeCKUe ciaydyau bb B peanbHON KIUHU-
YECKOHN MpaKTUKE MPOJOJIKAIOT PErUCTPUPOBATHLCS, O YEM
CBUJICTENBCTBYIOT ITyOJIMKAIIMK OT€YECTBEHHBIX CIICIIHAIINC-
ToB [1, 4, 5]. Cnegyer Noq4epKHYTh, UTO B HAIIEH cTpaHe
BB otHeceHa k opdaHHBIM 3a00JI€BaHUSIM, YTO OTKPBIBACT
OINpe/ieICHHbIE NEePCIEKTUBBI AJIS MALIUEHTOB B IJIAHE MOJTY-
YEHUS UMU Ka4eCTBEHHOW CleNUaIu3UPOBAHHON TOMOLIH.
Kak u3BectHo, Ha Tepputopuu Poccuiickoit @enepannu
HauOoubIast yacToTa pacnpocTpanenus bb ormeuena cpenu
ypoxxenueB CesepHoro Kaskasza [1, 2, 3].

C.A. boaoToBC

genital ulcer, uveitis, HLA-B51.

CornacHo feHCTBYIONIEH COBPEMEHHOI KilacCHU(pHUKALINH
(npunsTOif Ha KOoH(eperunu B Yaren-Xwmute B 2012 roxy),
Bb oTtHOCHTCS K TpyTiIie CHCTEMHBIX BaCKYJIUTOB 0€3 Kakoro-
100 TpeoliiajaHus OTIPEAEIICHHOTO THITA COCYIO0B (BaCKYIIHUT
C BOBJICUCHHEM B IATOJIOTHUECKUH IPOLECC COCYIOB PA3HOIO
mramertpa) [1, 2, 5]. Xymycu bexuer B 1937 rony BriepBble BbI-
JIETIWII B OTJEIIbHYIO HO30JIOTHIO H3ydaeMoe UM 3a00JieBaHNe
1 ONHMcall KIIMHUYECKYIO KapTHHY, BKITIOYAFOIIYIO TP OCHOBHBIX
TIPU3HAKA: TIOPAKEHHE CIM3UCTBIX 000I04YEK POTOBOH HOJIOCTH
B BHZIE a)TO3HOT'O CTOMATUTA; I3BEHHBIE AE(EKTHI CIIU3UCTON
000JIOYKH TeHUTANNIT; TOpaKEHHE IV1a3 ¢ pa3BUTHEM yBEHTA.
BeIeorncaHHbple CUMITTOMBI TypEeLIKHI AepMaTosior HaOmroa
B TEUCHUE JUTUTEIHLHOTO MEpHoJia y TPEX MalueHToB [5].

Je6rot bb HabmonaeTcst HanbosIee YacTo B MOJIOZAOM BO3-
pacte, KOTOpbIi peructpupyetrcsa Mexay 20 u 40 rogamu.
C onMHAKOBOI YaCTOTOH TaHHOE 3a00JIeBaHUE OTMEUACTCS
KaK Cpellyl My>4HH, TaK >KeHIIHH.

IMporxo3 npu Bb 3aBucHT OT BOBNEYEHHUS B HATOIOTUUECKUH
MIPOLIECC OPraHoB U cucteM. Tak, IpH KIaCCUYECKOM TEYEHUU
3a00JIeBaHNSI C TOPaKEHHEM CIIM3UCTHIX, KOXKH, CYCTaBHBIM CHH-
JIPOMOM TIPOTHO3 3a00JeBaHus Oosee OnaronpusiteH. B To xe
BpeMs 0KoJI0 25 % MalKeHToB ¢ HOpaKeHHEM IJ1a3 IIPH OTCYTCTBHH
CBOEBPEMEHHO Ha4aToH aIeKBaTHON Tepariy UMEIOT OoJiee TshKe-
JI0€, IPOrHOCTHYECKH HEONaronpHusITHOE TeIeHHE, 00YCIIOBICHHOE
B [IEPBYIO OUePe/Ib Pa3BUTHEM OCIIOKHEHUH, TAKUX KaK ITAHYBEHT,
TPOMOO03 COCY/IOB CETYATKH, BACKYIIUT COCY/IOB CETYATKH, TPHBO-
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JSIIMX K IPOrPECCUBHOMY CHUKEHUIO OCTPOTHI 3pEHUS BIIOTh
JI0 TIOJTHOM moTepu 3peHust. B 1o sxe Bpems 10 10 % neransHoCTH
ot bb 00ycnoBieHb! nopaxeHneM HeHTpaIbHON HEPBHOM CHCTEMEI,
HKEITyOYHO-KUILIEYHOTO TPAKTA, KPYIHBIX COCYNOB, PA3BUTUEM
Tpom6030B. K (hakTopam prcka HeOnaronpusTHOro TeueHus: bb
MOYKHO OTHECTH PaHHHMI1 1e00T B Bo3pacte 110 20 JIeT ¥ IpUHaI-
JISKHOCTb K MyXcKoMy mofy [1, 2, 3, 4].

B nenom nonmumopdHast KimHUYecKkast KapTuHa, Haluona-
emas y 60ibHBEIX ¢ BB, MoXeT 3aTpyIHUTH CBOEBPEMEHHYIO
JIMarHOCTHKY 3a00JIEBaHUS M TPUBECTH K CEPHE3HBIM OCIIOKHE-
HUSM, TI03TOMY CUUTaeM HEOOXOIMMBIM IIPOBOUTE U3YUCHHUE
U TIIATEIbHBIA pa300p KaX10ro KIMHUYECKOTO Cirydast.

Kiaunnveckuii ciayydaii

Hamu HaOmromanack manueHTka 34 1eT, 00paTuBIIAsCS
B MOJIMKJIMHUKY C kaJl00aMH Ha OOJIe3HEHHBIE SI3BbI B TI0JIOCTH
pTa, A3BBI B 00JIACTH TeHUTAIIMH, yMEPEHHO OOJIE3HEHHBIC y3-
JIOBBIE 00pa30BaHMs B 00JIACTH TOJIEHEH C SBICHUSIMU «IIBETE-
HUS», TaKKe OOJbHAS OTMedana NepUOJUIECKH BOSHUKAIOIINE
001 B IPaBOM T'OJICHOCTOITHOM CYCTaBe, yCHIMBAIOLIHECS
py (GU3MYECKOH HarpysKe, JIUTEIbHON X0np0e, 00H B ITy-
Ye3aIsICTHBIX CYCTaBax HOIOIIETO XapaKTepa, IOKpacHeHHE
1 OOJIb B IIa3aX, CHWYKEHNUE OCTPOTHI 3pEHHMS, IEPHOJIMUECKA
YCHIIMBAIOILUICS 3y/] B 00JIACTH 113 U TOPAYKEHHON KOXKH.

[Tpu cbope anamHe3a OBIJIO YCTAHOBIICHO, YTO BIEPBbIC
JKaJI0OBI Ha SI3BBI B ITOJIOCTH PTa, 3B B 00JIACTH T'€HUTAIINH
MTOSIBIUTUCH B Havalie nekadbps 2018 roma octpo mocie nepe-
Hecennoro OPBU, orMeuana moBkIIeHHE TEMIIEPATyPhI 10 (e-
opmisHbIX 1D (38,5 °C) B Teuenue 2 cyrok. OOpammanacsk
32 MEANIIMHCKOM ITOMOIIBIO K CTOMAToJIory 1 runexosnory. [Tpo-
Bommiioch obcienosanue: CPb —25,1 mr/im, CO3 no Bectep-
rpeny — 26 Mmm/u, seiikoruros — 11,5 x 10%/1, TpombouTos —
383 x 10°/n, peBmarouauslit pakrop—6 ME/mi (pedepercHbie
3nadeHust: 0—14 ME/mi), mapkepsl renatuta B, C, RPR-tect
(cudunc), BUU-undexus — orpunareiasusie. B cepoio-
TMYECKHUX TeCTaxX BBISBICHBI aHTHTeNa Kiacca IgG k Herpes
symplex 1 u 1l Tuna B auarnocrudyeckom turpe 14,3 (bonee
1,1 — anTHTENa OOHApYXEHBI). B pesynsrare obcienoBanus
TMTAMEHTKE BBICTABJICH IMArHO3 «TE€PIIeTUUECKAst HH(PEKIIUS».
Bruta Ha3HaYeHa IPOTUBOBHUPYCHAS Tepartys (aLMKIOBHP I10 CXe-
Me). Uepes 3 Hezenmn oTMevanach MoJI0KUTENNbHAS AMHAMHKA —
perpecc s13BeHHBIX JIe(pEeKTOB CIM3UCTON 000IOUKH POTOBOH
TIOJIOCTH ¥ TeHUTaIMi. B Tedenne nociemyronmx 5 mecsies
0oJbHast He OTMeYala PEelUIMBUPOBAHUS SI3BEHHBIX Ie(EKTOB.
3arem, yxe B utoHe 2019 rona, mosSBUIACH SI3BEHHEBIC TE(CK-
THI Ha CIIM3UCTOH 000JIOUKE POTOBOM MOJIIOCTH U TEHUTANINSX,
3aTyMaHEHHOE 3pEHHE, CBETOOO0sM3Hb, 00JIb B IIPABOM IVIazy,
3aTeM B JIEBOM, ciie30TedeHue. [IpakTHIecKH B 3TO jKe BpeMst
TAIEeHTKa OTMETHIIA TTOSIBIICHHE OOJIE3HEHHBIX y3JI0OBATBIX
00pazoBaHuii 6arpoBo-(pUONIETOBOIO [IBETa B 00JIACTH TOJICHEH.
BonbHast Oblita KOHCYJIBTHPOBaHA IEPMAaTOJIOTOM, YCTaHOBIICH
JIMarHo3 «ys3JoBaras spuremMa». [IpoBonunocs obcneoBanue:
CPB-17,4 mr/n, CO3 no Becreprpeny —48 Mm/4, TEHKOIMTO3 —
9,3 x 10°/n, TpomboITO3 — 392 % 10°%/11, remornooun 118 1/,
sputporuTsl 4,1 x 10'%/n, peBMarounusiii paxrop —4 ME/mo.
Omnupudecky ObUla Ha3HaYeHa aHTHOAKTepHabHas Tepartis
(tabnetkn amokcukiaB 1000 mr aBa paza B CyTKH) — 0e3 3a-
METHOTO yiry4meHus. Yepes 7 Hell BHyTPUMBIILIEYHO BBEJICH

pactBop OetameraszoHa 1 mit. Uepes 3 JHS oTMeUancs perpecc
Y3JI0BaThIX 00pa30BaHUH KOXKH, 3B POTOBOM MOJIOCTH, TeHUTA-
siA. OCMOTpEeHa OKYJIHUCTOM — BBICTABIIEH JUATHO3 «IIE€PEIHUI
yBenT». HazHaueHo crangapTHOe jieueHHe (TIIFOKOKOPTHKO-
crepouisl [I'KC], HecTeponIHbIE IPOTUBOBOCHIATUTENBHEIE
TIpernaparsl, M-XoJauHoOmokarop). HarpaeneHa k peBMarosory.
B cBs31 ¢ yaydleHueM COCTOSHUS Ha IPUEM He SIBUJIACh.

B HOs16pe 2019 roga BHOBB IMOSIBUITHCH SI3BEHHBIC TS(HEKTHI
Ha CJIM3UCTOI 000JI0YKE POTOBOI OJIOCTH M TEHUTANHUSX, y3-
JIOBaThle 00pa3oBaHus B 00JIACTH TOJICHEH, 001 B KOJICHHBIX,
TOJIEHOCTOITHBIX M JIy4e3aIsiCTHBIX cycTaBax. OOparunachk K Te-
paIeBTy, KOTOPBIH HAITPaBHJI HA KOHCYJIBTAIIMIO K PEBMATOJIOTY.

W3 aHaMHe3a )KU3HU U3BECTHO, UTO TPaBM, OIeparuit
He Obut10. [TpreM ropMOHaNIBHBIX MIPENaparToB, ajjieprudec-
KM€ peakiu oTpHuuaeT. /IBoe poJaoB B Cpok Oe3 MaToJIOTHH.
Orten-azepOaiipkaner cTpaaai 3adojieBaHUEM IV1a3 (CO CI0B
TIALEHTKH, KaK y Hee) U I3BaMH MOJIOCTH pTa. MaTh-rpy3nHKa
CTpajaeT apTepUallbHON runepTeH3uelt. Jlemymka co CTOpoHsl
0TLIa OIEPUPOBAH MO MOBOLY OTCIOMKHU CETYaTKHU IJIa3a.

ITpu ocMoTpe OBUTH BBISIBIICHBI Y3JIbI JUAMETPOM 110 3 cM
B 00J1acTH niepeIHe-00KOBBIX ITOBEPXHOCTEH ToJIeHEH, COOT-
BETCTBYIOLIME CTaUIM CO3PEBAHUS U PA3PEILCHUS y3II0BaTON
SpUTEMBL. B monocty pra Ha CIM3UCTONH 000JI0UKE IIeK ObUTH
00Hapy>xeHs! aThL. B 0011acTH To1€HOCTONHBIX CYCTaBOB OOJIbIIIE
CIpaBa OTMEYAJIMCh OTEK, OTPAaHNYCHUE ABVKEHUS; TIPH T1aJlb-
T KOJIEHHBIX, TOJIEHOCTOITHBIX U JIy4e3aIsICTHBIX CyCTaBOB
ompeensulack 00JIe3HEHHOCTh. B aHanm3ax obparmaino Ha ceost
BHUMaHue noseinenne yposast CPb — 56,5 mr/in, CO3 mo Be-
creprpeny — 59 mm/u, seiikormtos — 15,7 x 10%/1, TpomMGoI1MTO3 —
538 x 10°/m, B 0CTaJIBbHOM MMOKA3aTeNH KPOBU ¥ MOYH — Oe3 0Co-
6ennocreii. [Iposenen Tect narepruu. Yepes 27 yacoB Ha MecTe
yKoJIa OOHapy>KeHbI NaIryibl fuaMeTpoM 1o 1,7 mm. Uepes 3 nust
ucue3n. OcMOTpeHa THHEKOJIOrOM, ITpoBezieHbl Y3 opraHoB
MaJIoro Tasa, KOJIBIIOCKONHUS. 3aKIFOUEHHE: SI3BEHHOE OPaXKEHNUE
TeHUTAJINH, BJIarajvina, meiku Matku. Pyonosas nedopmartis
1meliku Matku. BynsoBarunut. {uddysuas Gopma ageHomuosa.

Ha ocHoBaHWM NaHHBIX aHaMHE3a 3a00JIeBaHUs, JKAI00
MAIMEHTKY, THITIHYHON KIIMHUYECKON KapTHHEI, PE3YJIbTaToB
71a00paTOPHBIX K HHCTPYMEHTAJIBHBIX METOZOB HCCIIEI0BAHNUS
B COOTBETCTBHUH C KJIacCH(UKAITMOHHBIMU KpuTepusimu ICBD
yCTaHOBJIEH AnarHo3 «0one3Hs bexyera, mogocrpoe TeueHue,
PELMINBUPYIOLINE S3BbI TEHUTAINH, aQTO3HBIN CTOMATHUT,
Topa>keHue KoxH (y3JioBaTasi 3puTeMa), HOpaKeHHE IJ1a3
(IlepesHUiA yBEUT), CyCTaBOB (apTPHUTHI, APTPAITHUH).

[MarenTka ObLIa TOCIUTAIN3UPOBAHA B OT/EICHNE PEBMa-
TOJIOTHH, TJIe MHUIIMMPOBaHa 0a3ucHas Teparnusi KOJIXHIITHOM.
INanueHnTke NPOBOAMIIOCH JIEYEHHE KOIXULIUHOM B 103¢ 1,5 Mr
B CyTKH B KOMOMHAIIMK C TIPOTUBOBOCIIAINTENBHON Teparnuen
I'KC — Metunnpeanusononom 12 mr B cyTku. Beinucanacek
C yIy4llIEHUEM C PEKOMEHaluel NPONOJIKUTE IPUEM Me-
TUITPEAHU30JI0HA 4 MI' TpH pa3a B CyTKH (12 Mr), KonxuuuHa
500 mxkr TpH paza cyTku (1,5 Mr), peKOMEHJ0BaHO MOCTETICH-
HOE CHWXXEHHE J]03bl METUIIIPEAHU30I0HA IPU OTCYTCTBUU
KIIMHUYECKUX U JIa0OPaTOPHBIX NPU3HAKOB aKTUBHOCTHU Bb.

B ¢espane 2020 roxa Ha GoHe Tepanuu METHINIPEAHNU30-
JIOHOM 4 MT' B CyTKH, KOJIXHIIMHOM 1,5 MI' B CyTKH MalieHTKa
OTMETHIIA YXY/ALIEHHE COCTOSHUS — ITOSIBUIIMCH OOJIH B CYCTaBax,
y3JI0BaThIe BHICHINAHKS Ha KOXKE, IOKPACHEHHE IJ1a3, CBETO00-
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s3Hb. B ananmmsax kposu CPB— 17,4 mr/n, CO3 mo Becreprpe-
Hy — 31 Mm/u, nefikoruto3 — 9,0 x 101, pombonuTo3 — 383 X
10°/1, B OCTaNBbHOM MOKa3aTeNIH KPOBH M MOUH — 6e3 0COOCH-
HocTel. bplna HarpaBiieHa K OKYJIUCTY. YCTaHOBIICH PELIUJIUB
repeHero yBenra. HazHauena repanus: METHUIIPEIHU30I0H
16 Mr B cyTkH, azaruonpud 100 mr B cyTku. Konxuius 6611
oTrMeHeH. Uepes 2 Henenu Mpu IMOBTOPHOM 0OCIIEZI0BaHUH
OTMEUeHa MOJIOKUTENbHAsS AMHAMUKA. [IpueM azatHonpuHa
MaIMeHTKa CyObeKTHBHO IEPEHOCUT Xopoulo. B aHanmmzax
kpoBu CPb — 8,4 mr/in, CO3 no Becreprpeny — 20 mm/y, seii-
koruthl — 6,0 x 10%11, TpomGormTE — 180 % 10°/71. Pexomenno-
BaHO CHIDKEHHUE JI03bl METIIINPETHU30I0HA 10 12 MI' B CYTKH
Ha (hoHe Oa3MCHOM Tepanuy a3aTHONPHUHOM B IIPEXKHEH 103e.

Oocy:xaenue

IIpencraBneHHbIN KIMHUYECKUN CIy4ail ABISETCS MpUMe-
POM PEIKO BCTPEUAOLIErocs CUCTEMHOT0 BacKyauTa. B HacTo-
sIee BpeMs B IMarHOCTHKE JaHHOTO 3a00JIeBaHNs TNIABEHCTBY-
IOLIYI0 POJIb UMEIOT KIMHUUYECKUE IPOSIBIICHUS, B TO BpeMs
KaK MHCTpyMEHTaJIbHAs U J1abopaTopHas TUarHOCTHKa HOCUT
JIMIIb JOTIONHUTENBHBIN Xapakrep. B 1990 roxy Opun npen-
JIO)KEHBI KPUTEPUH, pa3padOoTaHHbIE MEXKTyHAPOIHON TPyII-
mo# mo usyuenuto 6oxe3nu bexuera (ISBD) [6]. CornacHo
MexayHapoaHbM kputepusm ISBD Bb nuarnoctupyercs
Ha OCHOBaHWM HAJIMYMS Y MallMeHTa aTO3HOTO cToMaruTa
WU TepneTU(OPMHBIX 3B, PELUAUBUPYIOLINX HE MEHEE
TpeX pas B rojl, B COYETAHUH C IBYMs U OOJIee CUMIITOMaMHU:

* PELMIMBUPYIOIINE SI3BBI TEHUTAINHA — aThI WM PYOUHKH;

* MOpa)KEHHUE I7a3: NepeAHuil, 3aAHIIl YBEUT, BACKYIUT
CeT4aTKy;

* TOpa)keHHE KOXHM (y3JoBaTasi dpUTeMa, aKHEeIo100Has
CHIIb, NCEBAO(OITMKYIUT U NAITYJIONYCTYyIe3HbIE BbI-
CBITIAHUN);

* MOJOXXUTEJIBHBIA TECT NaTePruM.

B xsmmanyeckoii npakruke (c 2014 roxa) ucnonp3yrores
Moau(uIMpoBaHHbIe MexTyHaponHsle kpurepun ICBD, cormac-
HO KOTOPBIM KaXXIOMY KIMHUUYeckoMy nposiBieHuto bb ICBD
MIpuCBanBaloTCcst 0ayuibl. Tak, BOBJICUEHHE B NATOIOINYECKUN
TIpOLECC OpraHa 3peHus — 2 6ajuia, HaTM4re TeHUTaIbHBIX
3B — 2 6ajuia, apTo3HOrO cTOMaTuTUTa — 2 0aia, KOXKHbIE
TIposiBIIeHKs — | 6aJu1, HEBPOJIOTHYECKUE TIPOSBIICHUS — | Oat,
COCyUCTbIE opaXkeHusI — | Oaiu1, MOJOXKUTENNBHBIN TECT marep-
run— 1 6an [5, 7, 11]. Auarao3 BB MoxeT OBITH ycTaHOBICH
nipu cymme 0asuioB 4 u 6osee. Takum 00pa3oM, B BBIIEONHCAH-
HOM KJIIMHUYECKOM ClTy4yae JMarHo3 ObUT BEICTABIICH COIIACHO
COBPEMEHHBIM KPUTEPHSM IUArHOCTUKH JAHHOTO 3a00JIeBaHMsI.
CyMma 6aJu1oB y narueHTKy coctaBmia 7 o kpurepusim ICBD.

Heo6xoauMo 0TMETHTB, YTO CYIIECTBEHHYIO POJIb B PA3BUTUH
6oxre3nn bexuera urpaer HanMuMe reHeTHYECKON MPEapacIiono-
JKEHHOCTH K 3a00seBanmIo. B HacTosimiee Bpemsl, corliacHO JiaH-
HBIM OpHTMHAJIBHBIX HCCIIC/IOBAaHIN 1 IMEIOIIMXCS HAOMIONCHUH,
ycraHoBneHa accoruanus bb ¢ anturenom HLA-B5/51, a B He-
KOTOpBIX ceMbsix — ¢ HLA-B52 [1, 2, 5, 9], yactoTa 0OHapyxeHMs
yKa3aHHBIX aHTUreHoB y il ¢ bb Bapsupyer ot 40 1o 80% [5, 8].
B naHHOM KIMHMYECKOM ClTydae MalMeHTKe He IPOBOIUIOCH IeHe-
THYECKOe 00CNIeI0BaHNEe, OTHAKO CeMEIHBIH aHaMHe3 (TTIOpaXeHHe
CJIM3HUCTHIX 000JI04YEK U 3a00/IeBaHNE OPTaHOB 3PEHUS y OTHA
U iena OOJIbHON ) KOCBEHHO YKa3bIBAaeT Ha CEMEIHHYIO arperawuio.

IMommcuHapoMHOCTD 3200J1eBaHUS SIBISETCS HPUYUHOMN TOTO,
YTO Bpa4aM pa3HOTro NpO(HIIS IPUXOIUTCS BCTPEYAThCS C TAHHON
MaToNoruel B CBOEH KIIMHUYECKOH NpakTuke. B npeacrasien-
HOM KJIMHUYECKOM HaOJIF0ICHUH UMeEJT MECTO HanboJiee 4acto
BCTpEYAIOIHICS KIIACCHYECKHH 1e0r0T 3a00IeBaHs1, KOTOPHIH
COIPOBOXKIAETCS TOPAKCHUEM CIIM3HUCTHIX 000I09EK POTOBOM
rosnoctH (pa3BuTHe aTO3HOTO CTOMATHUTA) U CIM3UCTBIX 000-
JIOUEeK reHnTaInH (c 00pa3oBaHMEM SI3BEHHBIX JIe()EKTOB U UX
MoCTEAYIOIIEH pyOIoBoii aedopmarueii). XapakTepHO TaKkke
BOJIHOOOpa3HOE TeUeHHE 3a00NIeBaHHs1, KOTOPOE MBI HAOTIOIAIIH
y HaIel ManueHTKH: YepeioBaHue MEpUOIOB 000CTPEHHS C T1e-
puoaamH 3aTyxaHus npouecca. [lopaxkeHus Koxu y NalueHToB
¢ bb BecbMa MHOTOOOpasHBI. Y TPEeTH U3 HUX KOXKHBIE OPKEHHS
JEOIOTHPYIOT KApPTUHOW Y3JI0BaTOM SPUTEMBI C JIOKATH3AIHEH
HA HIDKHUX KOHEUHOCTAX, PeXe Ha IPyTUX ydacTkax Tena [4].
Kak npaBwuiio, HaOmr0ogaeTCs MOCIEAYIONINHA TOCTETICHHBII
perpecc ¢ pa3sHbIMU CTAAUSIMU «I[BETEHUS» B 30HE y3JIOB, BO3-
MOXKHA noclenyomas nurmMmenranusi. CycTaBHOI CUHIPOM
y nanuenToB ¢ bb Bcrpeuaercst Gonee yeM B MOJIOBUHE CITydaeB
(ot 14 mo 70 % nanuentoB) [3, 4]. B GonpmmHCTBE CiydacB
MOpa)KEHUE CYCTABOB MIPOTEKAET B BUAE ACUMMETPUYHOTO He-
9pO3MBHOTO apTpuTa 6e3 npusHakoB aedopmaryu. Hanbomiee
4acToO OTMEYAETCs BOBICUCHHE B BOCHAIUTEIBHBIN IpoLece
CYCTaBOB HI)KHMX KOHEYHOCTEH (KOJICHHBIX, TOJICHOCTOITHBIX),
a TaKoKe Jy4e3alsiCTHBIX CyCTaBoB [3, 4].

Hecmorps Ha HanGonpuyto BcTpedaeMocTs ipu bb no-
paXXeHHH CIIM3UCTBIX 000JI0UEK, KOXKH U CyCTaBHON CHHIPOM,
HEOoOXOIMMO OTMETHTb, YTO OIIPEJIEIISIONLYIO POJIb B Pa3BUTUH
OCJIOXXHEHHUH ¥ COOTBETCTBEHHO HEOIAroNnpusITHOTO IIPOrHO3a
3a00JIeBaHMsI IMEIOT BOBJIEUCHHUE B ATOJIOTMUECKUI TIpOIiecc
CepIEYHO-COCYIUCTON CUCTEMBI, IEHTPAJIbHON HEPBHOII cUC-
TEMBI, a TAK)KEe MOPaKEHUE XKETYNOUHO-KUIIEYHOTO TPAaKTa
U OPTaHOB 3PEHHUS.

VY nmanueHTKH HaO0NAJIOCh TOPaKeHHE TJ1a3 C Pa3BUTH-
eM nepeiHero yseuta. IlopaxkeHue mia3 — 0HO U3 OCHOBHBIX
1 HanOoJtee cepbe3HbIX NposiBienuii bb, Berpedaercs y 50-70%
OOINBbHBIX, Yalle y My>x4rH. OOBIYHO IV1a3a BOBJICKAIOTCS B I1a-
TOJIOTHYECKHH TTpoLiece uepe3 2—3 roja mocJe MosBIeHus ad-
TO3HOTO CTOMATUTA U (MJIN) SI3B TeHUTANH, ToNbKo y 10-20%
MMaIMeHTOB BO3MOXeH N1e0roT Bb ¢ mopakenus a3 [4, 10].
Jis BB xapakTepeH peluIuBHPYIOILUI ABYCTOPOHHUI HETrpa-
HYJIEMAaTO3HBIN YBEWT, Yallle 3aJHUI WU TeHepaTu30BaHHbINI,
pexxe —nepeannii [4]. K HanOonee TshxenoMy NOpaskeHHIO
opraHa 3peHus], UMEIOLIEMy HeOJIaronpusTHEIA IIPOTHO3, OT-
HOCHTCSI IOpa)KEHHE CETYATKN U COCYICTOH 00O0IOUKH Iv1a3a.

Amnanu3 manugecranuu bb y Habiaronaemoli manmeHTkn
ToKasal, 4to 3aboeBaHue Ae0I0THPOBAJIO C TIOPAsKEHUS CITU-
3UCTOH MOJIOCTH PTa 110 THITY aTO3HOTO CTOMATHTa, I3BEHHOTO
TIOpaYKEHHS CIIM3UCTHIX 000JI0UEK TeHUTAIIMI C TTOCIIEYFOIIM
MIPUCOCANHEHNEM OpasKeHH IM1a3 (IIEPEAHUN YBEUT) U KOXKH
(y3mnoBaras spuTema), CyCTaBOB (aCHMMETPHYHBIN HEIPO3UBHBIN
TIOJIMAPTPHT, TOMapTpairys). Bepudukanus quarsosa B coot-
BETCTBHH C KiIacCu(HUKAIMOHHBIMU KpuTepusimu bb siBunacs
OCHOBaHMEM JJIs HATOT€HETUYECKOM Tepanuu ¢ IPUMEHEHUEM
CHCTEMHBIX INTIOKOKOPTHKOHUIOB B KOMOMHAIIMH C KOJIXUIIMHOM
COIIaCHO KIIMHUYECKUM PEKOMEHAAMAIM ACCOLMAINY PEBMa-
tostoroB Poccun (2018) n MexxayHapOAHBIM PEKOMEHAALMSAM
EULAR (2018) [3, 11]. CortacHO A€HCTBYIOIIM TOKYMEHTaM
Ha3HAUEHME KOJIXUIIMHA PEKOMEHI0BAHO MALIEHTaM C aKTUBHON
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thopmoii Bb npu penmanBupyromeM TedeHun 3a00aeBaHus,
O0COOCHHO NPH HAJMYMH SI3B CIIM3UCTBHIX 000JI0UYEK, coueTa-
IOLINXCS C TOPAXKEHHEM KOXKH U cycTaBoB. [Ipu nopaxeHnn
I1a3 paccMarpuBaeTcst 0oiee akTUBHAs IMMYHOCYTIPECCHUBHAS
Tepartisi C IPIMEHEHHEM IIMTOCTAaTHKA a3aTHOIPHHA.

Kak cnenyer u3 npuBeseHHOTO IpUMepa, HeCMOTPSI Ha T10-
JIOXKUTETBHBIN 3()(EKT NPOBOJMMON Tepaniy KOMOMHAIMEH
KOJIXMIIMHA W METHJIIPEAHU30JI0OHA, y TTAIMEHTKH Ha oHe
CHIDKEHUSI 1036l TIIIOKOKOPTHKOM 1A BO3HHUKIIO IOBTOPHOE 000-
CTpeHHE 3a00JIeBaHNs, KOTOPOE COMPOBOXKAAIOCH HE TOJIBKO
MIOpa’KeHHEM CITU3HUCTBIX 000JIOUEK, KOXKH 1 CYCTaBOB, HO U 110-
pakeHUEM IJ1a3: O TaTbMOJIONOM OBbLT TMarHOCTHPOBAH IIepe-
HUH yBeut. [Iporao3 npu nopaxeHun opraHa 3peHHs 3aBUCUT
OT TSDKECTU KIIMHMYECKHX MPOSIBICHUH U pacpoCTPaHEHHOCTH
Tpoliecca, a TAKKe OT YaCTOThl 00OCTPEHUH U B PsJIE CITydacB
MOXXET IIPUBOAUTD K MOJIHOM HOTEpe 3pEHHs, YTO ONPEIEsIeT
CTOWKYIO HETPYJOCIIOCOOHOCTh NAllUEHTOB M YTPAYEHHOE
Ka4eCTBO XHU3HU. [Ipy N30JIMPOBaHHOM IEpEIHEM yBEHTE
Y CBOEBPEMEHHO Ha4yaToil Teparuu MporHo3 MOXeT ObITh
OnaronpusatHeIM. JJocTkenue pemuccuu bb, B ToM dncie
IIPY PELUIMBUPYIOIIEM YBEHTE, UIMEET BaKHOE KIMHUYECKOE
1 IPOTHOCTHYECKOE 3HaueHue. OOUIeTpU3HaHBIM SBIISETCS
TpeGoBaHUE 110 MYJIBTHIUCIUIUIMHAPHOMY MOJXOY K BEICHHIO
nanuenToB ¢ bb [3]. Jleuenue 310ii kaTeropny NanyueHToB Ipu
HaJIMYMH YBEHUTA JOJDKHO ITPOBOJUTHCS COBMECTHO C O Tallb-
MoJoraMu. B cOOTBETCTBHY C TIOCIIEAHUMY PEKOMEHIAIMSMH
EULAR (2018) reuenue B octpyto (a3y npoBOasST BEICOKUMHU
JI03aMH TIIFOKOKOPTHKOCTEPOUIOB B COUETAHHH C IMMYHOCY-
npeccuBHOl Tepanueii [11]. HanGonpmyro 3¢ dhekTuBHOCTD
B KOHTPOJIMPYEMBIX PaHIOMH3UPOBAHHBIX HCCIIEIOBAHUAX
MIOKa3aJIM a3aTHOTIPHH M LUKIOCTIOpUH A. B OTIenbHbIX HC-
CJIEZIOBaHUSX BBICOKYIO 3(h()eKTUBHOCTH IPOJIEMOHCTPUPO-
Banu 6mokaropsl PHO-o (nHbnMKCcHMal n aganuMmymad)
U UHTEPPEPOH-O.

CortacHO KIIMHUYECKUM PEKOMEHIAIMSAM MallUeHTKe ObLI
Ha3Ha4eH Ipenapar a3aTHONpPHH B KOMOMHAIINH C TITIOKOKOP-
TUKOAHOM Tepanuel. [lon BIusHNEM naHHONW KOMOMHALIMU
MIOJIyYEH YETKUH KIMHUYECKUN 3P EeKT, MOATBEP>KACHHBIN
MTOJIOXKHUTEILHON JMHAMUKONH 0CTPO]a30BhIX MOKa3aTeseH.
[Tpu BeINMCKE MALMEHTKE PEKOMEH/I0BAHO IPOIOKUTE IIPH-
€M a3aTHONPHHA C MOCJIEIYIOIINM ITOCTEIICHHBIM CHIDKEHHEM
JI03bI TIIFOKOKOPTHKOCTEPOIOB.

3akioueHue
Takum 00pa3oM, MpeCTaBICHHOE HAOIOCHHUE OTPaXKacT
THIIMYHBIA MapuIpyT IMalFieHTa OT Hadana O0JIe3HU 10 T10-
CTaHOBKH JINAarHO3a, O0BCKTUBHBIC CIIOKHOCTH Pacio3Ha-
BaHUs Oone3Hu bexuera Ha panHuUX cTtaausx. Heobxogmmo
OTMETHUTB, YTO B JIcOr0TE 3a00ICBaHHUS MOHOCHHPOMHOCTh
WK Hecnienn(huIeckasi CHMIITOMATHKA MOTYT IIPOTEKATh IO
MAacCKO# Apyrux 3a00J€BaHUN U TPEOYIOT IPOBEICHUS HETIPO-
croro anroputma nuddepeHnuanbHOR TMarHocTuku. [Ipu
Bb otcyrcrByeT cienuduieckas 1aboparopHasi 1 HHCTPY-
MEHTAaJIbHasl IUAarHOCTUKA, HE BCEra UMEETCS BO3SMOXKXHOCTh
MPOBEAEHUS FT€HETUYECKOTO aHaIu3a Ha HAJIMYUE aHTUTCHA
HLA-B5/51. Jlnst cBoeBpeMeHHOM M IPaBUIIBHOM JUAarHOCTUKA
AAs umtupoBaHusa: boHaapeHko, E. A. Yepkecosa E.T., LUnAaosa A.H., BoAoTo-

Ba C.A. boAe3Hb bexyeta (KAMHWYEeCKUM CAyYan). MeanumHckuin aadpasut. 2020;
(31): 34-37. https://doi.org/10.33667/2078-5631-2020-31-34-37.

Bb crienmanucram He0OXOIMMO ONUPATHCS Ha Kilaccu(prKa-
nuoHHble kputepuu ICBD, uTo yka3zaHO B 1€HCTBYIOIUX
KIMHUYecKkux pexomenaamsax APP (2018) u MexxyHapomHbIX
pexomennamusax EULAR (2018). TIporro3 npu Bb 3aBucut
OT CPOKOB IIOCTAHOBKY AUArHO3a U MHUILHALUY PAL[UOHATBHON
6oneHp-MoanuIUpyomei Tepanuu. I1o3Hss1 fuarHocTuka
3a00JIeBaHUS U HECBOEBPEMEHHAs TEPANHSI IIOBBIILIAIOT PUCK
TeHepaln3alui UMMYHOBOCIAIUTEIBHOIO MPOLECCa, YTO
MIPUBOJUT K PA3BUTHUIO TXKEIBIX OCIIOXKHEHUN, 3HAUUTEIBHO
yXy/ZIIaeT IporHo3 3aboseBanus. B cBs3u ¢ momMophHOCTHIO
KJIIMHUYECKUX IposiBieHni bb Bpauu pasHbIX crenualbHO-
CTel MOTYT 3aIl0103pHUTh 3Ty (POPMY CHCTEMHOT'O BaCKYJIHTA.
B OonpimHCTBE ciy4aeB BeJeHUe nanueHToB ¢ bb tpedyer
TIPUBJICYCHNS IMPOKOTO KPyTa CHEMaINCTOB (OKYIIHCTOB, Iep-
MaroJIOr0OB, HEBPOJIOTOB, ITYJIbMOHOJIOTOB, THHEKOJIOTOB), YTO
M03BOJISIET paccMarpuBath bb kak MynbTHAMCHUIITUHAPHYIO
npo6iemy. Uro xacaercs HabIOAaEMOro HaMU KIIMHUYECKOTO
ciryyasi, To Bepudukanust bb u 1ocTUrHY THIH KIMHUYECKNi
OTBET Ha TEPAIUIO, IPOBOAUMYIO COITIACHO COBPEMEHHBIM
KJIMHUYECKUM PEKOMEHIALNIM, ITO3BOJISIIOT C1eiarh Oomee
ONTUMHMCTHYECKUH MPOTHO3 B TUIaHE CTaOMIIN3AIMH COCTOS-
HUSl, TOCTUXKEHUS] CTOMKOMN JIEKAPCTBEHHON PEMUCCUU U BO3-
MOXHOCTH IPEIyNPEKACHUS TSHKENIBIX NHBATUAUZUPYIOIIUX
OCIIO)KHEHHUH 3TOr0 3a00JIeBaHMS.
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