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Crnucok cokpanieHuin

A3A — azatuonpuH

a-p2-I'TI-1 - aaTuTena k B2-raukonperenny- 1
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adJI - anTuTena x pochonunuaam
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BOb — Bupyc D06mmreitna-bapp

I'K - rIrOKOKOPTUKOU B

I'KT" — rnaBHBIN KOMIUIEKC THCTOCOBMECTUMOCTH YEJIOBEKA
JIHK — ne3oxkcupuOoHyKIeHHOBAsT KUCIOTa

KKT - sxeny104HO-KUIIEYHBIN TPAKT

NBP3 - umMyHOBOCTIATUTENbHBIE peBMaTHYECKHE 3a00I€BaHHS
NJI — uaTepneikux

NHO® - undnukcumad

N®H — uaTepdepon

KH — korHUTHUBHBIEC HAPYILICHUS

KT — xommnbroTepHast tomorpadust

MPT — MarHuTHO-pe30HaHCHasi TOMorpadus

HIIB — HuHAs nonas BeHa

HIIBII — HecTepougHbie IPOTUBOBOCIIAIIMTEIIBHBIE TIPEIAPaThI
HSK — Hecnenuduyueckuii si3BEHHBINA KOJIUT

OKT - ontuueckasi KorepeHTHast ToMorpadus

[1P — ncuxuveckue paccTpoucTBa

[IIIP — monumepasHas LeNHas peakus

PA — peBmMaToOuHbIN apTPUT

PAC - perunuBupyromuii aTO3HbIH CTOMATHT

PKU — pangomMu3upoBaHHbIE KOHTPOJIUPYEMBIE UCCIEIOBAHUS
PC — paccesinHbIil ckiepo3

PTJIC — paccTpoiicTBa TPEBOKHO-AETPECCUBHOTO CIIEKTPa
CKB — cucremHas kpacHasi BOJJ4aHKa

CMX - ciHHHOMO3IroBas >KUIKOCTh

COD — ckopocTh OCeAaHNs SPUTPOLIUTOB

CnA — CioHIuI0apTPUT

CPb — C-peakTuBHBIH 00K

CCIJI - cemeliHas CpeIM3eMHOMOPCKAst JINXOPAIKa

TOP-f - Tpanchopmupytromuii paxkrop pocra 3

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHUE

OHO-a - pakTop HEKpo3a omyxonu anbda

[IMB - nutomeranoBupyc

MHC — nenrpanbHast HepBHas cCCTEMaA

[IcA — nukocnopun A

H® - nuxnodochamun

ASCA - anTuTena npoTuB Saccharomyces cerevisiae

HLA — Human Leucocyte Antigen

HSP - heat shock protein (6emok TemaoBoro moka)

NETs - neutrophil extracellular traps (HeiiTpoduabHBIE BHEKJIETOYHBIE JTOBYILIKH)



NPEAMCIIOBUE

Wutepec x nzydenuto Oone3nu bexuera Bo3HHK B MHCTHTYyTE peBMAaTONOrMM B Hauaie
90-x rofi0B MPOLIIOro BeKa, KOI/1a CTAJIN MOSIBJIATHCS NALIMEHThI C 3TOM PEIKUM 3a00JIeBaHUEM,
B OCHOBHOM, dTHHYECKHE NpeacTaBuTenu Hapoaos CesepHoro KaBkasa u 3akaBkasps. B 1993 .
B XKypHaie «TepaneBTHueckuil apxup» ObuIa OMyOJMKOBaHA OJHA U3 MEPBBIX CTaTel mpodecco-
pa 3.C. AnekOepoBoii, Kacaromascss IMMYHOT€HETHUECKOro Mapkepa 6one3nu bexuera - HLA-
B5. [To3xe 310 HampaBiieHue, O6aronaps MoaAep>KKe PYKOBOJICTBA MHCTUTYTA, M TIPEXK]IE BCETO,
akagemuka B.A. HaconoBol, nonyunso panpHeimee pazsurue. MHCTUTYT cTai, Mo CyTH, €IUH-
CTBEHHBIM HayYHO-IIPAKTUYECKMM LIEHTPOM CTPaHbl, B KOTOPOM HE TOJBKO IMOJy4alu JIEYCHHUE
00JIBIIIOE KOJIMYECTBO MAIMEHTOB ¢ 00J1e3HbI0 bexuera co Bcero Coserckoro Corosa, a mo3xe —
Poccun 1 mocTcOBETCKOro MPOCTPAHCTBA, HO U, OJaroiapsi BCECTOPOHHEMY M3YUEHUI0, MEXY-
HapoOAHOMY COTPYAHMUYECTBY, aKTHUBHO BHEAPSINCH COBPEMEHHBIE MOAXOAbI K JAMArHOCTUKE U
Tepanuu 3Toro 3abosneBaHus. OCOOEHHO AaKTUBHO H3YHYaIMCh U MPOJODKAIOT M3ydyaTbes IO
HacTosmee BpeMs B corpyaaudectse ¢ HUU rnazupix Oonesneit um. ['enbMromnbiia odraabmo-
JIOTMYECKHUE NPOsIBIEHUS 3a00eBaHUs. MHOrUE Toibl JaHHbIE aclEeKThl ObUIN MPEIMETOM MEX-
JYHApOJHOTO COTPYAHMYECTBA C MPO(UIBHBIMU HAYYHBIMH YUPEKACHUAMHU SINOHUM, Kypupye-
MbIMH Tipodeccopom S. Ohno.

3a mpourenme roJsl B MHCTUTYTE obcaenoBano 6onee 600 mauneHToB ¢ 6oe3Hbio bex-
yera. B nocnenHee BpeMsi 0COObI HAyYHO-ITPAKTUYECKMX MHTEPEC TaKKe BBI3BIBAIOT HEMpoIcu-
XHUECKHUE, KETyJOUYHO-KUIICYHbIE, COCYIUCThIE MPOsABICHHUS Oone3Hu bexuera, sTHHYECKHE U
reHIepHbIe 0COOCHHOCTH 3a00JIeBaHMsI, B3aMMOBIHsIHUE 0osie3Hn bexuera u 6epeMeHHOCTH, TT0-
UCK ONTHUMAJIBHBIX CXEM JICUCHHUS! OOJIbHBIX.

B Hacrosiee BpeMsi HHCTUTYT NPOJODKAET MOAJEPKHUBATH TECHBIE CBA3U C MCCIIEOBA-
TeJIIMU AaHHOM mpoOsiemsl u3 ctpad CHI', manpHero 3apyOexbs. OCOOCHHO MIIOIOTBOPHBIM
crano cotrpyaHuyectBo ¢ Jlarecranckum ['ocygapcTBeHHBIM MeAMIIMHCKUM Y HUBEPCUTETOM.
CoTpyIHHKH MHCTUTYTA, 3aHUMaloIuecs: 6one3npio bexuera, HEOMHOKPATHO BHICTYNAIH C J0-
KJIaJlaMH, B TOM 4MCJI€ YCTHBIMH, Ha OT€UYECTBEHHBIX M MEXIYHAapOAHBIX KOH(pepeHuusx. MHo-
T'HE TObI MBI SIBIIIEMCS WieHaMH MexXIlyHapOAHOTO O0IIecTBa Mo n3y4eHuto 6ose3nn bexuera.

JlanHass MoHorpagus sBIs€TCSI BTOPBIM H3AaHueM MoHorpaguu «bosnesHs bexueray,
ony0iukoBanHoW B 2007 r. OHa CyIIECTBEHHO JOMOJHEHAa COBPEMEHHBIMH JaHHBIMU MO BCEM
acreKkTaM O0JIe3HH, HAYMHAIO € 3TUONATOreHe3a U 3aKaH4YMBasi HOBBIMH MOIXOJJaMH K TEPaIUH.

VYBepeH, 4YTO KHHUra OKAXKETCs IOJIE3HOM Kak Ul IPAKTUKYIOIIMX Bpaded, Tak U Ul
HAy4YHBIX HCCIIeIOBATENICH TaHHON MTPOOIEMBI.

Axanemux PAH, E.JI. HacoHos.



Xynycu bexuer (Hullisi Behget)
1889-1948 r.r.
TYpELKUN JepMaTOoJIoT

I''TIABA 1
1.1 OITPEJEJIEHUE BOJIE3HU BEXYETA

bone3nwv (cunopom) bexuema (Bb) - cucmemmuslii 6acKkyium HeuzeecmHou IMuoaocuu,
XapaKmepu3ylouwuiica nopa3ceHuem cocyoos 100020 muna u Kaiuopa, npoasiAlowuiica pe-
UUOUBaAMU A36EHHO20 NPOYecca 6 pOMOGOIl NOJOCMU U HA 2CHUMANUAX, NOPANCEHUEM 2143,
cycmaeoe, HcenyoouHo-kuuieynozo mpaxkma (KKT), uenmpanvnoii nepenoit cucmemol
(HHC) u opyzux opzanos. Hmeem xponuueckoe meuenue ¢ HenPeOCKa3yemvimu 060cmpeHnu-
AMU U PEMUCCUAMU U 26MEPO2EHHOCHb NO 0eMOozpaduueckum 0coOeHHOCmAM, XapaKkmepy
OP2AHHBIX NOPANCEHUIL, YACIMOMeE U MANCECMU PEUUOUBO8, MEUeHUIO 3a00/1e6aHUs, OMEemy
Ha 1evenue u npoznosy [1, 2, 3].

1.2. UICTOPUA U3YUEHUMA BOJIE3HU BEXYETA

CoobmieHust 0 OOJBHBIX € KIMHUYECKHUMH NPOSBICHUSAMHU, KOTOPbIE CETOIHS OTHOCAT K
bb, MoxHO HailiTh B paborax [mmnmokpara u ApeBHUX Bpauei SAnonum, Kutas m ApaOGckux
CTpaH, YTO CBUJIECTEILCTBYET O TOM, UTO 3TO 3a00JIeBaHUE U3BECTHO C JJaBHUX BpeMeH [4].

Habmtonenus GONMBHBIX C PEUUAMBUPYIOUIMM THUIIONUOHOM M apTO3HBIM CTOMAaTUTOM
nyOJIMKYIOTCSL B MEAMLIMHCKOW uTeparype koHna XIX un Hauama XX Beka, cOYeTaHUE OTAEIb-
HBIX TTPU3HAKOB 3a00seBaHus npeacTaBieHbl B padorax L. Bliithe (1908 r.) [5], H. Planner u F.
Romenowsky (1940 r) [6] u nqpyrux aBTOpOB.

Xots 3a00seBaHue U ObUIO PACcIIO3HAHO JAaBHO, Yallle BCEro, Kacasch UCTOPUU €ro U3yde-
HUS, CChUIAIOTCA Ha paboThl ABYX uccienoBaTeneil. Peur uger 06 odramsmonore benenukre
Anamantuanuce (B. Adamantiades), kotopsiii ponuiics B 1875 r. B 1. Ilpyca (Prouse), B Manoii
Azun (ceituac — 3to 1. Bypca, Typuwus), yuuncs B CtamOyiie, a METUIIMHCKOE 00pa3oBaHue Io-
nyuun B yausepcurere r. Agun. B 1930 r. Ha exxeronnom coopannu Meauiuackoro OomecTa
Adun b. Agamantuanuc npeactaBmi 00pHOTO 20 JIET ¢ PEHUANBUPYIOMIUM UPUTOM H THUIIOMH-
OHOM. Y 3TOrO ManueHTa, KpoMe OpTalIbMOJIOIMYECKUX CUMIITOMOB, UMENIUCh apThl BO PTY U B
o0acTi reHuTanui, nuoaepma u aptputel. B 1946 1. aBTop omnucan tpomOoduedbur nepudepu-
YECKHUX COCYJIOB, KaK COCTaBIISIOIIEE 3TOro 3aboseBanus |7, 8].



Xynycu bexuer (Hullsi Behget) B Teuenune 1937-1940 r.r. nyOaukyet 6 padboT Ha 4 s3bI-
Kax, BKJIIOYABIIUX OMUCcaHuE 7 OOJIbHBIX.

Heckomnbko cinoB o Xynycu bexuere. Ponuncsa B 1889 r. B r. Cram6Oyn. OGyuaicst Mmeau-
IIMHE U JiepMaTosiorun B BoeHHOoM akanemuu Giilhane (Typmus), 3atem B bynanemre u bepnune.
WM ObI1 OCHOBaH JieapTaMeHT JepMaToJIOTUy U BeHepoJoruu B I. CTaMOyi1, KOTOPbI OH BO3-
T[JIaBJISLT BIUIOTH JI0 CAMOM CMEpTH.

X. bexyer moguepkuBall HEOOXOIMMOCTh «TIIATEIFHOTO HAYYHOTO HAOJIOACHHS IS
pacrno3HaBaHUs 3TOTO 3a00J€BaHMs, KOTOPOE MOPaXKaeT pa3IuvHbIe OpraHbl HE OJTHOBPEMEHHO,
a Ha MPOTSHKEHUM UTUTEIBHOTO Mepuojaa BpeMeHn». Ero mepBoe HaOmioneHue 3a00ieBaHus ¢
«TPEXCUMIITOMHBIM KOMITJIEKCOM» OTHOCUTCA K 1920 r. Bropoii 001pHOM CO CXOIHBIMU CHMII-
toMamu ObT onucad B 1930 1, u Tpetnii — B 1937 r. B 1937 r. 5t HaGmoneHust 66U OMyOIIH-
KOBaHBI B MEXIyHapoaHoM xypHaie «Dermatologische Wochenschry [9]. B Teuenue tpex mo-
cienyromux JieT X. bexuer coobumaer eme o 5 manueHTax, y KOTOpPbIX, KpOME TPeX OCHOBHBIX
CUMITOMOB, OBUIM 3aMEUEHbl U Apyrue MpHU3HaKku 3a0oiieBaHMsI — y3j0BaTas dpUTEMa, aKHe-
(hOpMHBIE BBICBITIAHUS U APTPAIITHH.

B 1941 r. opranemomnor T. Jensen ObuT IEpBBIM, KTO MIPEIIOKIIT HA3BaTh 3TO 3a00JeBa-
Hue «Cungpom bexueray [10].

B 1947 r. Ha MexxnyHapoJHOM KOHrpecce epMaTosioroB B JKeneBe «TpexcHMMNTOMHBIN
KOMILJIEKC» OB IMPU3HAH KaK OIpezeNieHHOe 3a001eBanne U O(pUIMaNIbHO SIMTOHUMU3UPOBAH KakK
«morbus Behget’s» (6one3ns bexuera).

B nocnegnue rojbl MHOTHE 3KCIEPTHI NIPEUIaraloT 3aMEeHUTh TepMUH bb Ha «cuHIpoMm
bexuera», Tak Kak ompenelieHne «CHHAPOM» 00jiee TOUHO OTpPa)xkaeT CYIIHOCTh 3a00JIeBaHUS,
IPECTaBIISIONIEro co00i COBOKYIMHOCTh CUMIITOMOB. I'eorpaduueckue pa3nuuus Mo BBIPaXKeH-
HOCTHU 3a00JI€BaHMsl, YaCTOTE OTJENbHBIX CUMIITOMOB, CEMEHHON arperaiii HEKOTOPBIX U3 HUX,
a TaKKe MO OTBETHOW PEaKLMU Ha JIEKAPCTBEHHBIE CPEICTBA, OCOOCHHO Ha MHTHOUTOPHI IIUTO-
KMHOB, MIPU PA3IMYHBIX KIMHUYECKUX MPOSBICHUSIX MOATBEPKAAIOT 3T0. CTOPOHHUKH «CHH-
npoma bexdera» MOAKPEIUIAIOT CBOIO TOUYKY 3PEHUS TEM, YTO JI0 HACTOSILErO0 BpEMEHH HE CyIIe-
CTBYET €MHON JUArHOCTUYECKOHN MPOIeAYPHl UM U3BECTHOM OOIIEH STHOJIOTHH, U TTIOKa OHA HE
CYILIECTBYET, TO CIEAYET pPAaccMaTpuBaTh JAHHYI0 COBOKYIIHOCTb CHUMIITOMOB KaK CHHJIIPOM.
AJbTepHaTUBHAs TOYKA 3PEHUSI COCTOUT B TOM, YTO CYILECTBYET AOCTATOYHO OOMIMX YepT, UTO-
OBl JAaHHOE COCTOSIHHME PACIICHUBAIIOCH Kak Oomne3Hs [11, 12].
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1.3 SIIMAEMUNOJIOI' A BOJIE3HU BEXYETA

Yacrora bBb cyiiecTBeHHO OTJIMYAeTCs B pa3HbIX reorpaguueckux 30HaxX. DHAEMUYHBIMU
1o bb sBnsAI0TCSA CTpaHbl, pacHoI0kKEHHbIE BAOIb BOCTOUHOIO Nobepexbs Cpeau3eMHOro Mops
u peruonsl LlenTpansHoit u Boctounoit A3zuu [1] (pucynoxk 1).

PacnionoxeHnune 3Tux cTpaH no xoay Benukoro menkoBoro myTa M accouuanus 3abole-
BaHUs C ONPEAEIEHHBIM MMMYHOT€HETUYECKMM MapKepOM MOATBEPKIAAIOT TUIIOTE3Y O TOM, YTO
pacnpoctpanenne bb ocyiecTBiIsI0Ch MpU MUTpanuu Kouyromux miemeH. [lepenada renetu-
YeCKOro MaTepuasa, Hapsiay ¢ 9K30I€HHBIMU areHTaMH, pacCMaTPUBAIOTCS Kak (paKTOpbI, OTBET-
CTBEHHBIE 3a dKcnaHcuio bb [2].

Ha xapre BbII€TICHBI pETHOHBI, I/I€ pacupocTpaHeHHOCTh bb Hanbonbas.

In<iden s
== High
— Medium
1 Loy
1 Rare

Puc. 1. Pacnpoctpanennocts 60s1e3uu bexuera
(Rheumatology by Klippel and Dieppe, 1997r.)

Pacnipoctpanennocts bb pasnuuaercs He TOJIBKO B Pa3HBIX CTpaHaX, HO U B Pa3IM4HBIX
STHUYECKHUX MOMYJSALUUAX, TPOKUBAOIINX B OJJHOU M TOH K€ CTpaHe.

ONUaEeMHOIOTUYECKUE UCCIIEI0OBAaHUS, IPOBENECHHBIE BO MHOTMX CTpaHax MHpa, I10Ka3a-
JI1 BeChbMa U3MEHYUBBIEC OLIEHKU pacnpocTpaHeHHocTH bb, Bapeupyrommecs ot 0,1 va 100 ThIC.
Ha ["aBaitsix 10 664 uenoBek Ha 100 Toic. Hacenenus: B CeBepHoit Mopaanuu. CymmapHas pac-
npoctpaneHHocTh bb coctasmser 10,3 Ha 100 ThICc. HaceneHus B mupe. Hanbonpuryto pacrpo-
CTpaHeHHOCTh, momMuMo Mopnanuu, 6one3ns umeer B Typruu (80-600 na 100 TwIc.), Upane u
Upaxe (17-80 na 100 TrIC.), Kopee (26,7-35,7 na 100 TbIC.), SAnonun (16 uenosek Ha 100 ThIC.),
Kurae (14 na 100 toic.Hacenenus). B EBpone pacnpocTpaneHHOCT 3a00J1€BaHUS B CPEHEM CO-
crasisiet 2,1 - 5,3 Ha 100 ThIc. Hacenenus, B CeBepHoit Amepuke/ Kapubckux octpoBax — 3,8 Ha
100 ThIC. [3 - 13]. DIMIEMUOIOTHYECKUX JaHHBIX O pacnpocTpaHeHHocTH bb B Poccun Het. 13-
BECTHO, 4uT0 B Poccun Hanbonee yacto bb Bctpewaercs cpenu ypokenueB CeBepHoro Kaskasza u
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3akaBKa3bs. YUUTBIBasl TO, YTO pacnpocTpaHeHHOCTh bb B Poccuu He npesbimaer 10 ciyyaes Ha
100 ThICSY HaceneHus, 3a00JIeBaHUE OTHECEHO K Op(haHHBIM.

B tabnuue 1 mpencraBieHsl JaHHBIE O pacnpocTpaHeHHOCTH BB B HEKOTOPBIX pernoHax
Mupa.

Ta6muma 1. Pactipoctpanennocts bb B pa3nbix permonax mupa [3-13].

Crpana Yucno 6onbHbix bBb Ha 100 THIC. HaceneHus
CesepHas Mopnanus 664
Typuus 80-600
Upak, Upan 17-80
Kopes 26,7-35,7
Snonus 16
Kwurait 14
BenukoOpurtanus 14,6
Cesepnas Amepuka/ KapuOckue octpoBa 2,2-6,8
IOxnas EBpomna 3,4-8,2
Cesepnas EBpona 1,1-4,0

3ameueno, uro bb O6onee gacto BcTpeuaeTcs cpenu Juil, KUBymuX Mexay 30° u 45° ce-
BEpHOW IIMPOTHI, O CPAaBHEHUIO ¢ TeMH, KTO kuBeT B CeBepHoii EBpone [14]. OnHako B mo-
CJIETHUE TOABI, BOBMOXKHO, B CBSI3U C YIYUYIICHUEM JUAarHOCTUKH, OTMEUYEH POCT 3a00JeBacMo-
CTH B cTpaHax EBpombl, B 4acTHOCTH, pacnpocTpaHeHHOCcTh bb B BenukoOputanuu yBeandm-
nack ¢ 8,32 (6,83-9,81) na 100 teIc. Hacemenus B 2000 r. mo 14,61 (13,35-15,88) na 100 ThIC.
Hacesienus B 2017 r. [11]. B FOxnoit Utanuu pactpoctpaneHHocts bb cpenu kopeHHoro Hace-
neHus ceriuac cocrapiseT 15,9 (8,9-28,5) na 100 Twic. [13].

Hamu Opin mpoanamusupoBan coctaB HaOmopatoumxcs B ®T'BHY HUHNP um. B.A.
Haconogoit manmenToB ¢ bb mo HanmmonanmeHOMy npusHaky. Cpemu 560 obcnmemoBanHbIX 370
(66,0%) ObuTH ypoxxeHnamu CeBepHoro KaBkaza u 3akaBkasbsi, OOJNbIICH YacThIO - ITHHUECKHU-
mu narectanuamu (132 (23,6%)), apmsaamu (60 (10,7 %)), ueuennamu (56 (10,0%)), azepbaii-
mxanmamu (55 (9,82%)); 121 (21,6%) - pycckumu, 48 (8,57%) - mpencraBuTensiMu HapoOI0B
Cpenneii Azum, 12 (2,14%) — ykpaunuamu/ mongoBanamu, 6 (1,07%) — sikytamu/ s5BeHKaMu u 3
(0,53%) - eBpesimu.

BeimenpuBeeHHble TaHHBIE TTO3BOJISAIOT MPEANOI0KNUTh, YTO BeNnKuii MeNKoBbIA MyTh
IIPOXOJWI Yepe3 omnpeeseHHble pernonbl KaBkasza, ocobenHo coceacTBytomue ¢ Typuuei, rae
bb nMmeeT mmpokyro pacnpoCcTpaHEHHOCTb.

Bomnpocs! pacnipoctpanenHocti bb B pa3HbIX pernoHax Mupa MOCTOSHHO 00CYXAat0TCs
B JINTEpAType B CBS3M C TEM, UTO Ha JAHHBII MMOKa3aTesb BIUAIOT MPOLECCHl MUTPAIH, COBEP-
IIEHCTBOBAHUE JICUCOHOMN TAKTUKU U JIpyTHe PaKTOPHI.
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1.4 BO3PACT U I10J1

bb cTpanaioT npeuMyIiecTBEHHO MOJOJbBIE JIIOAM, MEXKAY 2-i U 4-i nekagamu Ku3HU

[1]. Ch. Zouboulis mpuBOaUT cleayrOIIKe JaHHBIC, KacaIOIIMECs CPEAHETO Bo3pacTa OOJbHBIX
Ha MoMeHT Havana bb [2]:

B cTpaHax Bocrounoit Asuu — 31,7 rona,

B Apabckux cTpaHax — 26 Jer,

B Typuunu — 25,6,

B M3pame — 19,9,

B EBpone — 25,9,

B CIIIA — 28,3 roaa.

Omnucanbl ciiydan Oosiee paHHEro (HECKOJIBKO MECSIEB OT POXKICHUS) WU TO3JIHETO

Hauana 3abosneBanus (10 72 net). M3BecTHHI U 1oBeHUIIbHBIE GopMbl bb, T.€. y nui, 3a6oeBmmx
B Bo3pacte 10 16 net. Hanpumep, Bo @paninuu yactora 3Toro Bapuanta bb cocrasnser 0,17 Ha
100 ThIC. HaceneHus.

Pacnipenenenne bb cpean 00nMpHBIX pa3HOTrO 10JIa KOJIEOJIETCS B 3aBUCUMOCTH OT PETHO-

Ha. CuuTaercs, 4To My>KUuHbI cTpaaaoT bb vaie, yem xeHumuHel, cootTHomenne M:JK cocras-
aset 2-10:1 B cTpaHax, yepe3 KOTOpble NPOXOoAwsl Benukuid meNKoBbId MyTh, TOT/Ia KaK B 3a-
naaHoi EBpone, B wactHocTH B I'epmanuu u B CIIIA, TeHeHIIMSA B OTHOIIEHNUH MOJOBOM Mpea-
PacCIOIOKEHHOCTH OOpaTHasl.
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[Ipeobnananue myxunH cpenu 6oibpHbIX Bb HaOmonaercs B Typrun, Ha Cpennem Bo-
croke, Mpane, Kyseiite [3, 4].

Hamnporus, B fInonun yacrora bb cpeau JKEHIMH JOCTOBEPHO BBILIE, YEM Y MY)KUYUH,
npuveM 3a00JIeBaHKE Y TIEPBBIX aCCOIUUPYETCS ¢ 0oJiee MATKUM TeUeHHEM 3a0oJieBanus [2].

MHuenue OONBIIMHCTBA MCCIEIOBATENCH COBIANACT B OTHOIIEHUH TOTO, YTO y MYXYHH
3a0oJieBaHUE MPOTEKAET TsHKeNee, 0 CPABHEHMIO € JKEHIIMHAMH, OCOOCHHO 3TO KacaeTcs mopa-
JKEHUS TJIa3 M JIPYTrUX CepPhe3HbIX nposiBieHuil bb (aHeBpU3MBI, JeTrOYHbIE CHMIITOMBI H TIOpa-
JKEHHe cocyoB) [5].

3aboyieBaHNE TPOTEKAET arpecCUBHEE U TSDKENEE CPelrd MYKYHH, OCOOCHHO MOJIOJOTO
BO3pacTa, xxuteneit Cpennero u JlansHero Bocroka, AAnonuun, crpan Cpean3eMHOMOPbS, YEM Y
MYXXYHH TOTO K€ BO3pPAcTa 3ara Hol MOMyJIALUU U y YepHbIX adppukanies [4, 5-8].

VY myxunn bb accoummpyeTcsi ¢ BRICOKOW aKTMBHOCTHIO OOJIE3HU B I1€JIOM U BBICOKHM
pHUCKOM moTepH 3peHus (4, 9].

Cpemn 560 obcnenoBannsix B ®I'BHY HUMP um. B.A. Haconoroit maruentoB ¢ bb
MY>KYUHBI TOXKE COCTaBUIU OONBITMHCTBO — 351 (62,7%) uenosek, xeHmuH 06010 209 (37,3%).
Cpennuii Bo3pact 60mbHbIX cocTaBui 32,9+10,0 (M+SD) roa, Menuana JIMTEIBHOCTH 3a00J1e-
BaHus - 96 [48; 174] mecsues (B cpennem 8 net). [luarnos bb nocrasnen B cpeanem Ha 10 roay
00JI€e3HU, YTO CBUICTEIHCTBYET O MO3JHEH MUArHOCTHKE. Y MYXXYMH OTMEUeHO 0ojiee yacToe
nopaxenue a3 (68,4% npotus 48,8%, p<0,001), xoxu (91,1% mporus 79,4%, p<0,001), co-
cynoB (21,4% nporus 11,5%, p=0,002), nonoxutensublii Tect narepruu (33,3% nporus 22,9%,
p=0,005) u HLA-B5(51) (65,0% npotus 40,6%, p<0,001).

Takum 06pa30M, MOKHO T'OBOPUTDH, UTO IOJIOBBIC U BO3PACTHBIC pa3IMvyud OIMPCACICHHO
OTpaXKaloT STHUUYECKHE U reorpaduueckre ocooerHoctu bb.
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I''IABA 2
OTHUOITATOI'EHE3 BOJIE3HM BEXYETA

OtuonaroreHe3 bb paccmaTpuBaeTcs kKak CIOXKHBIN MPOLIECC, TP 3TOM MHHUIIUUPYIOLIAs
POJIb OTBOAUTCA KOMOWHAIIMK PA3TUYHBIX (PAKTOPOB, CPEIU KOTOPBIX BBLICISAIOTCS T'€HETHYe-
CKH€ U MH(PEKIMOHHBIE, B PE3yJIbTaTe KOTOPO aKTUBUPYETCS BPOKIECHHBIM UIMMYHHBIA OTBET U
3aIycKaroTCs aJlalTHBHbIE MMMYHHBIE PEAKIIMU MPOTUB (PAKTOPOB OKPYKAIOLICH CPE/Ibl U ayTo-
aHTureHos [1, 2].

2.1 ”THOEKIIMOHHBIE AT'EHTBI

Nudexnnonnas teopusi BO3HUKHOBeHHS bb 00cyknaeTcs ¢ MoMeHTa omrcaHust 001e3HU
B 1937 r. beumn mpeuioskeHbl YeThbpe OCHOBHBIC THIIOTE3bI: 1) OakTepuanbHas, CBA3bIBAIOIIAS
Hayvajo 3a00JIeBaHUs C BO3JIECHCTBUEM CTPENTOKOKKOB; 2) BUPYCHasl, pearoararonas 3THOJ0-
THYECKYIO poJib BUpYycoB mpoctoro reprneca (BIIIY) 1 u 2 Tumna, repnec-BupycoB 6 u 7 Tuna, nu-
tomeranioBupyca (LIMB), Bupyca D6mreitna-bapp (BOb); 3) onmocpenoBannas uepes O6enku Tem-
nosoro moka (heat shock proteins (HSP)) u 4) nepekpecTHast Uiy runore3a MOJCKYISIPHOU MHU-
Mukpuu [ 1-8].

CTpenTOKOKKHU. Pa3znnuHble CepOTUIBI CTPENTOKOKKA PACCMAaTPUBAIOTCS KaK TJIaBHbBIE
(axTOpHI, MPOBOLMPYIOLINE AKTUBAIIMIO OOJIE3HH M3-32 TOTO, YTO JEOIOT 3B HA CIM3UCTOHN po-
TOBOM MOJIOCTU COBHAJET C JICYEHHEM 3yOOB, TOH3WJUIUTOM, Y psiia OOJIbHBIX UMEETCs TUIlep-
YYBCTBUTEIBHOCTh NPU IPOBEJICHUU BHYTPHUKOXKHOTO TECTa Ha CTPENTOKOKKOBBIA AHTHICH.
[Ipeanonaraercsi, 4T0 B MUKPOOHO# (DJIOpe pOTOBOM TMOJIOCTH B ITHX CIy4asX JOMHHHUPYIOT
aTUIHNYHBIE CTPENTOKOKKH, y4acTByrouue B narorenese bb [5, 7].

VYcnemHoe npuMeHeHne aHTUOAKTEPHANIbHBIX MPENapaToB, B YaCTHOCTH MEHUIUIUIMHOB
B KOMOMHAIIMU C KOJIXMIIMHOM, TOXE PACCMAaTPUBAETCS B psjie padOT Kak MOATBEPXKICHHUE yda-
CTHUSI CTPENTOKOKKOB ipu bb [7].

H. Direskeneli [2] npuBoauT Mozaens pa3BuTHs 3aaHero yBeuta npu bb, ucxons u3 unu-
UUpyromero 3¢ deKTa CTPENTOKOKKOB (PUCYHOK 1).

Cunraercs, 4TO CTPENTOKOKKOBBIE aHTHUIE€Hbl MOTYT OBbITh NPUYMHOMN YCHUJICHHUS CEKpe-
mun T-mumdouuramu unTepneiikuna 6 (MJI-6), uaTepdepona-y (MDPH), a taxxe dakropa
Hekpo3sa omyxomu (PHO-a) y 6onpHBIX BB [8-11]. Bee ckazanHoOe mpenmnonaraet 1eicTBUE ITHX
OaKTepHii, ec He 3TUOJIOTHYECKOE, TO, M0 KpailHel Mepe, Kak TPUITEpPHOE MPH JaHHOM 3a00-
JIeBaHUHU.

CradmiokOKKM ¥ _Jpyrue MHUKPOOPraHM3Mbl. 3aME4YEHO, YTO IMOPAXKEHHE CYCTaBOB
npu bb accouuupyercs ¢ nmamysao-nycTysne3HbIMU BbIChIIaHUSAMU [12]. B ToXe BpeMs, HEKOTO-
pbI€ MCCIEI0BAaHUS BBISIBUIN, YTO MYCTYIbI anueHToB ¢ bb nHuupoBansl pa3nuyHbIMA MUK-
poopranusmamu, BKIto4as Staphylococcus aureus, Streptococcus u Prevotella sp. [13]. B otnu-
YU OT MAllMEHTOB C BYJIbFapHBIMU YIPSIMH, Y KOTOPBIX COAEPKMMOE MYCTYJ AaBajio pOCT
Staphylococcus aureus B 29% cnyuaeB, y nanrenToB ¢ bb poct Mukpoopranusma ormedancs y
58%. E1ie oiHUM HUHTEPECHBIM OTKPBITHEM CTajo MPUCYTCTBUE Prevotella sp. B myctynax 00Jb-
HeIX bb. OTH 6akTepun 0OBIYHO MPHUCYTCTBYIOT MPH BTOPHYHO WH(DUIIMPOBAHHBIX MOPAKECHHSIX
KOXKH, TaKMX Kak rcopua3 u sk3ema. Poct Prevotella sp. mpu moceBe u3 myctyn 0oibHBIX bb
Obu1 OTMEYeH B 24% citydaeB, B TO BpeMs KaK COACP)KUMOE MyCTYJUT MAlMEHTOB C BYJIbrapHbIMU
YIPsIMU TaKOTO POCTa HE /1aBajio HU B OJIHOM CITy4ae.
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MH)eKMOoHHBIH TpUTTEp
(cTpenTokokK, Hsp 65)

A 4

Her noBpexaenus

OcTpsblii Iepe-
CETYATKU

A 4

HUIl yBeUuT
v v
IToBpexnenue Pemuccus
CEeTYATKH
v
HLA —
JKCIIpecCHs S-anmuren
P Peakuusa CD4+ T knetkn
v

HLA B27 (51) reactive
CD4+ T ximetku

A 4

OcB0OOOXIEHHE TTPO-
BOCHAJIUTENLHEIX U
Thl uuToxkuHOB

A 4

XpoHU4ECKUn
3aHUI yBEUT

Pucynok 1. Mozaenb pa3BuUTHsI XpOHMUYECKOTO yBeuTa Iipu bb: poisib nepekpecTHOl peak-
1y peTuHanbHoro S-anturena u HLA B27 / 51 nepuBat-nentuaa.

Bupyc npocroro repmneca. B nons3y BupycHoi npuponbl bb BrnepBbie BbicKazaiics B
1937 r. cam X. bexuer [13]. U cerogns BIII" yame apyrux paccMarpuBaeTcsi Kak 3THOJIOTHYE-
ckuii areHt npu bb. B psne pabot coobmaercs, 4To B ChIBOpoTKe 00bHBIX BB, 110 cpaBHEHMIO €
KOHTPOJIEM, B BBICOKOM TUTPE HUPKYIUPYIOT aHTUTeNa K BIII'-1, a nupkynupyromre iMMyHHbIE
koMIuiekchl comepkar antureH BIII-1 [15]. Kpome toro, y 60oiasHbIX BB B monumepasHoii mer-
Hol peakiyu obHapyxena /IHK BIII' B adTax, Ha TeHUTAIUAX U B TOHKOM KHUIIIEYHUKE, I7I€ Ya-
IIe BCETO JIOKAMM3YIOTCA s3BHI [16]. OOCykmaeTcs TakyKe BO3MOXKHAS dTHOJIOTHYECKasi POJIb BH-
pyca varicella zoster, IMB, BOB, BupycoB reprnieca uenoBeka 6 u 7 Tunos [17].

B 10 e BpeMs BupycHas runotesa npu bb He momydniia moATBEpKIACHUS B APYTUX pa-
00Tax, MOCKOJIbKY B TIOJMMEPa3HON LEMHOM peakiuu pe3yabTarsl oT 6onbHbix bb na IHK BIIT
B CJIIOHE, JICUKOIMTaX nepudepruyecKorl KpoBH, Ma3Kax U3 POTOBOU IMOJIOCTH OBLIN COIOCTaBH-
MBI C TaKOBBIMU B KOHTpoJie [2, 16, 17]. U, Tem He menee, 3Hauenue BIII' B maTorenese mpo-
noipkaeT oocyxnarbes. Ckopee Bcero, Hed(ph(HEKTUBHOCT, aHTUBUPYCHOTO JICYCHHS, KaK U Ya-
ctoe BblsiBJeHUe anTtuteln K BIII y 310pOBBIX NHUIL, CBUAETENBCTBYIOT IPOTUB €0 POJIK B Pa3BU-
TUU OOJIE3HHU.

Muxkpo6uora. B Hacrosiiee Bpems MosBIsSeTCS BCe OONbIIE JOKA3aTENbCTB TOTO, YTO
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MUKPOOPTaHU3MBI UTPAIOT (DYHIaMEHTAIBHYIO POJb B CIIOCOOHOCTH YeNIOBEKa MOJJEP’KUBATH
TOMEOCTAaTUUECKHI OaaHC MEXAy 370pOBbEM M 00JIe3HBIO. 3HaUEHHE MHKPOOUOTHI YelIOBEKa,
BKITIOUAIOIIEH OaKTepuu, BUPYCHI, apXEH M DYKAPUOTHI, CTAHOBUTCS Bce Ooiiee oueBUIHBIM. OHU
coctaBisitoT 90% Bcex KiIeTok B opranusMe. bonbmmHacTBO M3 HUX HaxoaaTes B JKKT. OObraHO
310poBasi cpea KoMMeHcanbHOU MuKpoOuoThl JKKT npepoTBpaimaeT KOJIOHU3AMIO JTFOOBIX Ta-
TOTCHHBIX OaKTepuil WM oOecrneunBacT CUMOMOTHYECKOE CyIecTBOBaHHE. KoMMeHcanbHas
MUKpPOOHOTa Mpe0TBpAIIaeT pa3pylieHne ciu3uctoro 6apbepa B JKKT, Bkiatodast poT U Kuied-
HUK. OHaKO COMYTCTBYIOIIME 3a00JIeBaHUs, JUETA, JIeKapCTBa, (aKTOPhI OKPYKAIOIIEH CpeIbl U
TeHeTHYEeCKasl TPEPacIioNoKEHHOCTh pu bb ycunuBaroT nucbakTeprno3 U MPUBOAAT K Hapy-
HICHUIO CIM3UCTOTO Oaphepa, 4To, B CBOIO OYepe/b, BEPOSTHO, YCHINBAET IPOHUKHOBEHHUE TMa-
TOT€HHBIX MHUKPOOPTaHU3MOB, CIIOCOOHBIX 3aITyCKaTh MMMYHHBIC M BOCIIAJUTEIIBHBIE PEAKIINH,
KOTOpBIE SBJSIOTCS (PyHIaMEHTaJbHBIMU MeXaHW3MaMmu dTHomnatoreHe3a bb. OcHoBbIBasch Ha
ux 0oJiee 4acTOM BBHISBJICHHUH y ManueHToB ¢ bb, Streptococcus strains, S. sanguinis, Saccharo-
myces fermentans, Borrelia burgdorferi, Helicobacter pylori, Escherichia coli, Staphylococcus
aureus, Mycoplasma fermentans, Mycobacterium u Klebsiella pneumoniae OTHECEHBI K MOTCH-
[IUaJIBHBIM dTHOJOoTHYeCcKUM ¢aktopam bb [18].

Beaku TensioBoro moka (Heat shock proteins (HSPs)). /Iluc6akrepro3 MOKeT MpuBe-
CTH K HapylICHUSM B MMMYHHOW cHcTeMe ¢ MHAYKUMeW BocrajeHus. OIHUM U3 MEXaHU3MOB
WHAYKIIUA BOCTAJICHUS, aKTyallbHBIX Js bb, siBisercs monexkynspHas MUMUKpus. [Ipumepom
3TOTO SIBIAIOTCS OakTepuanbHbie Oenku TertoBoro moka (HSPs), neMmoncTpupytromme romoso-
THIO TIOCIIEI0BATENBHOCTEH ¢ Oenkamu TertoBoro moka yenoeka (HHSPs), uro o0ycnoBnuBaer
WX TPUTTEPHYIO MPOBOCHAIMTEIbHYIO posib B matoreHe3e bb. Ycranosmeno, uro HSP-65 kD
Streptococcus sanguinis romonoruaabl HSP-60 kD denoBeka, 9To mO3BOJISIET MPEANONIOKUTH X
yuactue B narorere3e bb. benok 336-351 uwenoeueckoro HSP60, romonmornunsrit 6enky 311-
326 6axrepuanbHoro HSP65, kak nurang mist «toll-like» penenropos (TLR) cnocoGen ctumy-
aupoBath BeIpaOoTKy Th-1-nmTokuHOB y manuentos ¢ bb [19-21].

Eme ogua dakTop BO3MOXKHOTO y4acTus B matorerese bb — 310 gff-KpucTanjuH, KOoTo-
PBIi SBISIETCS CTPECC-CBA3aHHBIM UMMYHOJIOMHUHAHTHBIM aHTUTEHOM, MoA00HbEIM HSP. V 6011b-
HbeIX bb ¢ mapeHxumaro3HbIM, HO He cocyaucTbiM nopaxkenueM L{HC, ormeueH BBICOKHII ChIBO-
pPOTOUYHBIN ypoBeHb 3TOTO aHTUreHa [22]. Bomee Toro, orBetsl Ha HSP-65 u af-kpucrammmH
YETKO KOPPETUPYIOT MEXIy co00H, 4yTo mpeamnonaraeT oOUHOCTh UMMYHHBIX MEXaHU3MOB, OT-
BEUAIOIMX 33 ayTOAHTUTENbHBIN OTBET [2].

B nmocnennee Bpems y 6onbHBIX BB Obu1i 0OHapYyKEHBI U APYTrUe aHTHUTENA, CPEIU HUX
anTuTena K Saccharomyces cerevisiae [23], a-3Hoaa3e [24], 4TO MOCTY>KUJIO OCHOBAaHUEM K
OTHECEHUIO MOCIIETHUX K BO3MOKHBIM JIMarHOCTUYECKUM MapkepaM bb.

2.2 UIMMVYHHBIE HAPYIUIEHU A

Pe3ynpraThl M3ydeHHUs MOKaszaresneld BpPOKICHHOTO (KJIETOYHOr0) M HpUOOPETEeHHOTro
(rymMOpanpHOTO) UMMYHHUTETa Y 00JBHBIX bb CBHIETENHCTBYIOT 00 MMMYHHO-BOCTIAIUTEILHOM
xapakrepe 3a001eBaHusl.

Bpoxnennslit ummyHurer npu bb

AKTHUBaNMs HelTpOohUI0B

YuuteiBas TO, 4TO JJIs TAaKMX KJIIACCMUECKUX KIMHMYECKUX NposiBiieHud bb, kak mycry-
J€3HbIN (DOJUTMKYIINT, PEaKLUs MaTeprud U TMIONUOH, XapaKTepHa 3HAuYUTeNIbHAs MHPUIbTpa-
U TKaHe HeHTpoduiamu, ObUTH TIIATEIFHO MCCIEI0BAHBI MX (DYHKIUS U COCTOSHUE, TaK KaK
UMEHHO HEUTPO(HIIBI UMEIOT KJIFOUEBOE 3HAUEHHUE U1 BPOXKIEHHOIO HMMYHHOI'O OTBETA.

MHeHus uccieoBaTeneil o MoBoy MOBBIIICHUS WIM CHUKEHUS HeUTpoduiIpHOH (aro-
IIUTAPHOM AKTUBHOCTH, MNPOAYKIMHM AaKTUBHBIX META0OJIMTOB KHCIOPOAA, XEMOTaKcuca Hu
HEUTpoUI-3HIOTETMATPHOW aare3sud KpaiiHe npoTuBopeunBhl. [lokazaHo, YTO ypOBHHU
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S100A12, otHOCsIEerocs K cemeiicTBy S100 KabIHUNACBSI3BIBAIOIINX OCTKOB M CEKPETUPYIOIIE-
rocs aKTUBUPOBAHHBIMH HEUTpodmiIaMu JTUOO0 B BOCMAJICHHBIX TKaHAX, JTUOO B KPOBOTOKE MO-
BBIIICHBI Y O0sbHBIX Bb nipu o6ocTpenun 3aboneBanus [25].

JlpyruM MexaHu3MoM, O00YyCJIOBJIEHHBIM HAapyIIEHWEM B CHCTEME BPOXKICHHOTO MMMYH-
HOTO OTBETA, SIBJISAETCS MOBBIIMICHHOE 00pa3oBaHHE HEHUTPO(PHUIBHBIX BHEKJIETOUYHBIX JOBYIIEK
(neutrophil extracellular traps (NETs)). OTu moBymKu mMo3BONSIOT HEUTpOodHIIaM YHUYTOXKATh
BHEKJIETOUHBIE MTATOT'CHbI TIPU MUHUMAJILHOM MOBPEXKJICHUH KIETOK X03auHA. OCHOBHBIMU KOM-
MOHEHTaMU HEUTPO(PUILHBIX BHEKJIETOUYHBIX JIOBYIIEK SBISIOTCS TUCTOHBI, (DEPMEHTHI U MENTH-
Ibl TpaHyJ (HeWTpogumibHas 3acta3a, MHEJIONepoKcuaas3a, karerncud G, JakroeppuH, xemna-
THHAa3a, mu3oruM C, KanenpoTeKTuH u apyrue). [Ipomecc oopazoanuss NETs Ha3wsiBaeTcst HEeTO-
30M (NETosis) 1 MOXeT ObITh BBI3BaH Pa3IMYHBIMU WHAYKTOPAMH: MHUKPOOpPTaHU3MaMH, OakTe-
pUANbHBIMU KOMIIOHEHTaMH, aKTUBUPOBAHHBIMH TPOMOOIIMTAMU, KOMIUIEMEHTAPHBIMU MENTH-
namu, ayroanturenamu, WJI-8, kpucramiamm MoHypaTa, CUTapeTHBIM AbIMOM. B HOopMe HeTO3
MPEACTABISIET COO0M ceruUUECKH MEXaHU3M 3alpOTPaMMHUPOBAHHON THOETH HEHTPOPHUIIOB.
OTOT (PU3NOTOTHYECKUN MEXaHU3M MOKET OBITh NOTEHIMAIHHO M3MEHEH M THUIEepaKTHBHPOBAH
IIPU HEKOTOPBIX ayTOMMMYHHBIX 3a00JI€BaHMSIX, U B YACTHOCTH, IIPU BAaCKYJIUTAX MEJIKUX COCY-
JI0B, TIOJIIEPKUBAsl BOCIIAJIEHUE U NPUBOJS K MOBPEXIEHUIO cocynoB. [loka3aHo, 4TO UPKYIH-
pytorue HerTpoduiasl nmanueHToB ¢ bb ckimonnsl BeiaensaTe NETS in vitro u 3xcrpeccupoBaTh
0oJiee BHICOKHE YPOBHM ITUTOIUIA3MaTHUECKO AenMuHasbl PAD4, a mpuMeHeHne KOJIXHUIMHA U
JeKcaMeTa30Ha y 3THUX MallMEeHTOB MO3BOJIIET UHIMOUpOBaTh crioHTaHHOe popmupoBanue NETs
Helrpodunamu [26, 27].

v6 T mumdounTsl

vd T - nuMQOUUTH MPEACTABIAIOT COOOH HE3HAYUTEIbHYIO MONYJISIHI0 T-TUMPOIUTOB
(1-10% T-knerox mnepudepudeckoidl KpOBH), HKCIPECCUPYIOMUX T-KIETOYHBIE PELENnTOpPbI
(TCRs), cocrosie u3 y u 6 rerepoaumepoB. Vy962+ T-nmuMdoruTs1, OCHOBHOE MTOJIMHOKECTBO
v6 T - numdouutoB nepudepruieckoil KpOBU, KOTOPHIE PACIIO3HAIOT HEMENTHAHbIE aHTUTEHBI,
npoayuupyemMbie OakTepusMu. Yo T-TUMQPOLIUTHI UTPAIOT BAXXHYIO POJb BO BPOXKICHHOM HUMMY-
HUTETE B KaU€CTBE MEPBOM JMHUM 3alIUTHl OT MUKPOOPTaHU3MOB, B KOHTPOJIE 32 OMYXOJSIMH U,
BO3MOXHO, B MOJYJSIIIMM ayTOMMMYHHBIX peakiuid. [lonmuknonaneHast axktuBauus Y0 T-
auMdonuToB nepudepruyeckoi KpoBu xapaktepHa it narueHToB ¢ bb. y6 T-mumdonute! y ma-
1eHToB ¢ oboctpenueM bb aktuBHee skcnpeccupyor CD29 u CD69, a takxe MPH-y u PHO-
o. 3HaUMMoOe JIOKaIbHOE MPUCYTCTBUE YO T-TMMGOLMTOB B aKTUBHBIX OYarax BOCIHAJICHUS MPU
bb, xapakTtepusyrommxcs noBblieHHON 3kcnpeccued HSP60, npeanonaraet BO3MOXHbIE B3au-
moaewctBuss HSP u yo T-numponuros [28-30]. beumo nmokaszano, yto VYy9Vo2+ T-mum§onuTs
akTuBHO sKcnpeccupytoT peuentopsl @HO II u 1 NJI-12 npu oboctpennu bb, a undauxcumad
(MH®), npencrapnsroniuii co6oit MOHOKIOHaIBEHOE aHTUTEN0 K DHO-0, HHrHOUpPYyeT aKTUBH-
poBannbie VyOVE2+ T-mumbormtel [31]. Ilpomykums WJII-13, UDH-y, rpanymomurapHo-
MakpodaraapbHOTO KosoHuectumyaupytomero ¢gakropa (I'M-KCD), ®HO-a, xemokuno CCL4
u CCLS npu Bb Huxe 110 cpaBHEHHIO CO 3JOPOBBIMU KOHTPOJIBHBIMH TPYIIIaMH IPU PECTUMY-
nsuu auragaoM TLR3 u BrHPP (bromohydrin pyrophosphate), ato yka3siBaeT Ha TO, uTO Y0 T-
TUMQOIUTHI YK€ MOJBEPTraluCh PErySIpHBIM 3 deKTaM, KOTOpble U3MEHMIN MX aKTHBHOCTb
[32]. beo Takxke mokazaHo, 4To Yo T-mumdborutel npoayuupyioT NJI-17 B kauecTBe nmpoBocHa-
JUTENLHOTO paHHETO aKTUBaTopa HerTpodmios [33].

EcrecTtBennble kniiepbl (NK-kieTkn)

OTHOCATCA K IIUTOTOKCUYECKUM JTUMQOIUTAM, YUYAaCTBYIOUIMM B PealM3alMyi BPOXKICH-
HOro UMMYHHOTO oTBeTa. [Ipu o6octpennn Bb oTmeuaercs 3HaunmMoe yBeanueHue 3Tux aumoo-
uutoB [34]. B HemaBHUX HCClienOBaHUAX MokazaHo, 4To NK-knetku nmanueHToB ¢ bb momsipu-
3ytotcsi B otBeT Ha Thl [35] u cekpetupytot 60mee Boicokue yposau ®HO-a, UOH-y u NJI-2 Bo
BpeMsi penuIuBoB 3aboneBanus [36]. Takxke Obuto MokazaHo yBenumdeHue CD16+kmeTok uHTep-
depon-y+ NK1-tuna, uro cBugerensctByeT o qomuHanTHoM MOH-y-ummynnom oteere npu bb

[37].
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AytoBocnaienue u bb

B nocnennue roasl 06cyxaaercss BO3MOXKHOCTh OTHeceHUs bb k ayToBocmaauTenbHbIM
3a00J1€BaHUSIM. AyTOBOCHAJIUTEIbHBIC 3a00JICBaHUS IPEACTABISAIOT COOOM TPyIIy HaCICI-
CTBEHHBIX PAaCCTPOMCTB, XapaKTEPU3YIOLUIUXCS 3MH30JAMH HECIPOBOLMPOBAHHBIX, ITOBTOPSIO-
IIUXCS BOCIAJIMTEIBHBIX MPHUCTYIIOB, B OCHOBHOM OITOCPEIOBaHHBIX HeTpoduiaamu [38]. B ot-
JUYMe OT KJIACCHMYECKHUX ayTOMMMYHHBIX PAcCTPOMCTB, MpHU ATHX 3a00JIEBaHUAX OTCYTCTBYET
ayToaHTHTEeNo00pa3oBanue win aHtureHcrneuuduynsie T-knerku. [IporoTumom 3aboneBaHus
SABJISICTCSI ceMeiHasi cpeauzeMHoMopcekas ymxopanka (CCJI), 3aboneBanue, CBI3aHHOE ¢ MyTa-
nusmu B reie MEFV (MEditerranean FeVer), koqupytomem 6enok nupus/MapeHocTpuH. bb ¢
HEKOTOPBIMU €r0 KJIMHUYECKUMU OCOOCHHOCTSIMHU, TAKUMH KaK peluIUBUPYIOIINE HEPYOI[OBbIE
MOPAKCHHSI CIIM3UCTON 000JIOUKH U Hee(hOPMUPYIONIUI apTpUT, MOBBIICHHAs TpoayKiust NJI-
1 u NJI-18, orcyrcTBHe cnienudUUECcKUX ayTOAHTUTEN TaK)KE€ MOXHO OTHECTH K ayTOBOCTIAJIH-
TenbHBIM 3a00neBanusaM [39]. [Ipu moucke accormarnmii mexay CCJI u bb, nByms pacmpoctpa-
HeHHbIMU Ha bmmkaem Boctoke 3aboeBaHusAMH, OBLUTO BBISBICHO, 4TO MyTanus B rene MEFV
yaiie, 4eM B KOHTPOJIE BBISBIsUIach y O0nbHBIX bbb 1 acconmuupoBanace ¢ 0osiee TSHKEIbIM Tede-
HUeM 3a0oJieBanus U nopakenuem cocynoB [40]. Poors MEFV Ob1a moarepikaeHa B HeTaBHEM
MOJTHOT€HOMHOM HcclienoBanuu mpu bb [41].

C nmpyroit cTopoHsl, B oraudyre oT bb, modrn Bce ayTroBOCHmamuTenbHBIE 3a00JICBAHMS
UMEIOT MOHOTEHHYIO HACJIEJICTBEHHOCTh U JIJISi AyTOBOCHAIMTEIbHBIX 3a00JIeBaHU HE XapaKTe-
peH (heHOMEH naTepruu, TUMUIHbIN 11 bb.

IIpuobperennnlii uMmmyHuret npu bb

KieTouHnblii HMMYHHUTET

st Bb xapakrepna aktuBaius T-mumMGOIUTOK Kak B nepudepruyeckoil KpoBU, Tak U B
TKaHsx. Kak u npu OONBIIMHCTBE APYTUX ayTOMMMYHHBIX PAaCCTPOMCTB U BACKYJIHUTOB, Y 00JIb-
HbIX bb npeobnagaer runepnpoaykius mutoknHoB Thl-tuma. Konnentpamus kak CD4+, tak u
CD8+ T-nmumMboruToB, TPOAYIUPYIOMUX MPOBOCHATUTENbHbIE TUTOKUHBI Thl-trma WJI-2, §,
12, 18, ®HO-0 u UDH-y, a Takke ypoBEeHb TaHHBIX MPOBOCHAIUTEIbHBIX [IMTOKUHOB B KPOBU
naueHToB ¢ bb, kak mpaBuiio, yBeTUUEHBI M KOPPEIUPYIOT C aKTUBHOCTBIO 3a00sieBanus |8, 42-
48]. ITpu nopaxkxenuun KKT u koxxHbIX nposBieHusax bb ormeueno yBennuenue yposas MJI-12 u
NJI-23 B moBpexaeHHbIX TKaHsx [49, 50]. Th-17 aumdouutsl, pa3HOBUAHOCTH T-TUM(MOIUTOB
xenmnepoB, B ocHoBHOM npoayuupytor WI-17A, WI-17F, UJI-22 u ®HO-a [49]. WJI-1, UJI-6 u
TOP-B (Tpanchopmupyromuii Gaktop pocta ) MHAYHUPYIOT AudEepeHINANNI0 HauBHBIX T-
auMponutoB B Th-17-muMdouThI, BOBICUCHHBIE B OpraH-crenu(Gruaeckuii ayTOoMMMYHHBIA OT-
BeT. IIpu obocTpernu Bb oTMeueHo 3HaunMoe moBblieHne kKoHneHtpauuu WJI-6, NJI-10, NJI-
17, a nmpumenenne npu bb Takux mpemnapatoB kak 1ukiocnopun A (LIcA), meruamupoBaHHBIN
N®H-02p, narudburopsr ®HO-a, 1,25-quruaposuramMun-/13 TpUBOIUT K CHHXKEHUIO BBIPAXKCH-
Hocth otBeTa Th-17 [52, 53].

Bompoc o ToMm, kakoii u3 ¢peHorunoB uMmmyHHoro otseta Thl wnu Th2 naubonee 3HaUnM
npu bb, ocTaercs quckyTabebHBIM.

T-peryisitTopHblie KJIeTKH

T-perynsaTopHble KI€TKH OTHOCATCA K cyonomynsauuu CD4+ T-mumM¢pounToB U UTrparoT-
LHEHTPAIbHYIO POJIb B MOAAECP)KAHUA KIMMYHHOI'O rOMeoCTa3a. T-peryyisiTopHble KIETKH dKCIIpec-
CUPYIOT (GaKTop TpaHCKpUNUIUK Foxp3 ¥ MOBEPXHOCTHBIE U BHYTPUKJIETOUHBIE MAPKEPHI, BKIIIO-
gass CD25, GITR u CTLA-4, xoTopble MOTYT TOJABJISATh aKTUBAIMIO, TIpoiudepanuto u 3¢-
(dexTopHbIe (HYHKIIMH MIUPOKOTO CIIEKTPa UMMYHHBIX KJIETOK, & TaKXKe IKCIIPECCUPOBATH UMMY-
HOCYIIpeCCHUBHBIC ITUTOKUHBI, Takue kak NJI-10, NJI-35 u TOP-B [8]. ¥V manuentoB ¢ obocTpe-
HueM bbb B HEKOTOpHIX HcCIEnOBaHUAX OTMEUEHO YyBenuueHue umcia CD4+CD25+ T-
PEryIsSTOPHBIX KJIETOK [54], B TO BpeMs Kak JIPyrue aBTOPhI COOOIIAIOT O CHIKCHHUH JI0JU PETy-
JATOpHBIX T-KJIETOK B MOHOHYKJeapax nepudepuyeckoil KpoBU HaKaHyHE OOOCTpEHUI yBeuTa
[55]. [TockonbKy BocniasieHue npu bb HOCUT HEKOHTPOIUPYEMBIN XapakTep, HEKOTOPBIE aBTOPbI
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IPEIOoNaraoT, 4YTO peryasTOpHas aKTUBHOCTh T-kieTok y OonpHBIX Bb Hapymiena u HegocTa-
TouHa [56].

AYTOMMMYHHMTET U AKTUBHOCTb B-1um¢ponuros npu bb

BB Henb3st OTHECTH K KIIACCHYECKUM ayTOMMMYHHBIM 3a00JIeBaHHSM, OJHAKO 3a00jeBa-
HUE MMEeT ayTOMMMYHHbIe uepThl. HecMoTpsa Ha To, uTo obliee konuuecTBOo B-mumdonntos
npu bb 00prYHO B HOpME, OHU AKCIIPECCUPYIOT TOBBIIIICHHBIE YPOBHU MapKEPOB aKTHBAIUH, Ta-
kux kak CD13, CD33, CD80 u mapkep mamsatu CD45RO [57]. ¥ G6onpubix BB HE BBIABISIOTCS
KJIACCUYECKHE ayTOAHTUTENA, ACCOLMUPYIOIINECS] C UMMYHOBOCIAIUTENbHBIMU PEBMATHUECKH-
mu 3ab6osieBanusiMu (MBP3), Takue kak aHTUSIEpHBIC M PEBMATOMIHBIN (DaKTOp, OJTHAKO Xapak-
TEpPHBI AyTOAHTUTENA MPOTUB MOBEPXHOCTHBIX AHTUT€HOB KJIETOK, TAKUE KAaK aHTUAHIOTEIUAb-
HbIC WM aHTHTENIa K aHTUTeHaM CIU3HCTON obonouku [58, 59]. B mocnennee Bpems, ¢ UCIOJIb-
30BaHHEM IMPOTEOMHBIX IMOAXO0JIOB, B CHIBOPOTKAX MAIMEHTOB ¢ bb ObLTM BBISBIECHBI aHTHUTENA
IPOTUB CHENU(PUUECKUX aHTUTCHOB, TAKUX KaK 0-3HOJa3a, 0-TPOMIOMHUO3WH, KHHEKTHH, CEIeHC-
BsI3BIBAIOIIMIN OeloK, acTepa3a-D u kapOokcu-konuenas cyobenunuma Sipl [60]. bonpmmHcTBO
U3 3THX ayTOAHTHUTEN ObUIH BBISBICHBI Y OOJIbHBIX C YBEUTOM, U UX POJb B MaToreHese 3adoie-
BaHMUs 1OKa HE sICHA.

Eme ogHuMm BaXHBIM 3JEMEHTOM ayTOMMMYHHTETa SIBISIETCS accOLMalisl C TeHaMH
riaBHoOro komruiekca rucrocomectumoctu (I'KI') (major histocompatibility complex (MHC)).
[ToxazaHo, 4TO OOJBIIMHCTBO KJIACCHUYECKHX AyTOMMMYHHBIX PAacCTPOWCTB aCCOLMUPYIOTCS C
redamu II knmacca I'KC, B To Bpems, kak pazsutue bb uame cBs3ano ¢ anturenom I knacca I'KT -
HLA-B51 [61].

OpHMM M3 ayTOAHTUI'€HOB-KaHAUAaToB npu bb sBnsercs S-anturen ceruyatku (S-Ag),
0OHapy>XMBAaEMBbIi TJIAaBHBIM 00pa30M B KJIETKaX CETYATKU. T-KJIETOYHBIC PEaKIUU MPOTUB S-Ag
IPUCYTCTBYIOT IIPH Pa3JIMYHBIX THIIAX yBEWUTa desioBeka, BkItouass bb [62]. Cpenn nMMyHOI0-
MUHAHTHBIX 3MUTONOB S-Ag oOHapyxeH nentun (aa 342-355, PDSAg), TOMOJIOTHYHBIN TaKUM
obnactsm monekynst HLA-B (aa 125-138, B27PD), kak B51u B27, koTopble CBSI3aHBI C YBEU-
toMm nipu bb u conaunoaprputax (CrA) [63]. ITockoabKy 3TOT 3MUTON MPEACTABICH U PacIo-
3naetrcst CD4+ T-kiietkamu, Obuta MpeiokKeHa MOJENb, COrJIACHO KOTOpoi Monekyinsl | kimacca
I'KI" camu ctaHOBATCS aHTHTeHHBIMU 3muTonamu [64]. Ilockonbky T-muMpoIUThI, pacno3Haro-
M€ aHTUTEHBI Kiacca [, sIBISIOTCS €CTECTBEHHOM 4acThbl0 UMMYHHOI'O OTBETA, HAPYIIEHUE TO-
JIPAaHTHOCTH y MAI[MEHTOB C YBEUTOM MOXKET IIPOM3OMTH B pe3yJbTaTe MEPEKPECTHON peakluu
PDS-Ag u B27PD-peaktuBHbix T-mumdonutoB. MHTEpecHo, 4to TONbko T-muM@onuTs! namnu-
€HTOB C 3aJHUM yBeHTOM, HO He OonbHBIX bb, mosutuBHbx M0 HLA-B51, HO Ge3 yBeuta, pea-
TUPYIOT Ha YBEUTOTE€HHBIE MENTHU/BL. DTO TOBOPUT O TOM, UTO CEPHE3HOE Pa3pyILIEHUE YBEAIBHO-
ro Tpakta u aktuBamus T-nmumdonmtoB, pearupyromux Ha PDS-Ag, HeoOXomumel mjs mepe-
KpECTHOM peakiuu ¢ anTu-B27PD.

ITIaToreHe3 nmopaskeHusi cOCy10B

CoryacHO COBpEeMEHHOW KJIacCHU(PUKAIIMK CHUCTEMHBIX BacKyiIuTOB, npuHaTtord B Chapel
Hill, CIIIA B 2012 r. bb, nHapsay ¢ cuaapomom Korana, 6pu1a OTHECEHA K BacKyilIuTaM, Ipu KO-
TOPBIX TTOPAKAIOTCS COCYBI JIIOOOTO THIA M KanOpa (BacKyIHUT BaprabenbHOro Tuma) [65], uto
MOJTBEPXKJIAET AaTHIMMYHOCTD TUCTOOTHIECKUX U KIIMHUYECKUX MPOSIBICHUN OonesHu. JleiicTBu-
TEJIbHO, CYHIECTBYET HECKOJIBKO BaKHBIX KIIMHUYECKUX U THCTONOrHYeckux otianuui bb ot apy-
TUX CUCTEMHBIX BAaCKyJIUTOB: 1) OJMHAKOBas BEPOSTHOCTH MOPAXKEHUS apTEepUil U BEH BCEX Ka-
TuOpOB (B IIEJIOM, BEHBI TTOPAKAIOTCS Yallle); 2) OTCYTCTBUE YBEIWUYEHUS PUCKA Pa3BUTHS aTepo-
CKJIEpO3a M0 CPABHEHUIO K JIPYTMM BOCHATUTEIHHBIMH 3a00JICBAaHUSIM COCYJIOB; 3) YHUKAIIbHAs
TeHJCHIUS K (OPMUPOBAHUIO aHEBPU3M, B YUACTHOCTHU B JIETOYHOM apTepuu; 4) OTCyTCTBHE Tpa-
HYJI€MaTO3HOT'O BOCHIAIIUTEIILHOTO MOBPEXK/ICHHUS B CTCHKE COCY/A.

[Ipu Bb He BBIsIBIEHO KaKUX-THOO CIIEU(PUISCKUX HAPYIICHUN B KOATYIISIITAOHHOM Kac-
Kajie, 00yciaBIuBaOImuX TpoMOooOpazoBanue. OCHOBHAsA MPUYHMHA TPOMOO30B — BOCHAJICHHE
cocynoB. MHTEpecHO, 4To MHGUIABTpAThl B cocydax Npu bb mpenMymiecTBEHHO COCTOST W3
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HEUTpoMIOB U TUMQPOIHUTOB. B OT/IMUME OT APYTHX CUCTEMHBIX BACKYJIUTOB ATH KJICTKH MpPU
bb nokanu3yroTcst 6oJbliie BOKPYT COCY/IOB, @ HE BHYTPHU CTEHKH. JTa THCTOJOTUYECKAs TIEPH-
BacKyJsipHass uH(uiabTpanms npu bb, Gonee moxoxkas Ha HEHTPOPHUIBHBINA €pPMaTO3, YeM Ha
KJIACCMYECKHE CHCTEMHBIE BAaCKYJIHUTHI, Obljla MPOJEMOHCTPUPOBAHA IMPH MOPAKEHUSIX CIIH3H-
CTBIX 000JIOUEK U TJIa3, a TAKXKE MPU aHEBPU3MAX JIETOYHBIX apTepuil. AHAJIOTUYHO, IEPUBACKY-
JsipHBIe HHOUIBTPATHI U3 HEUTPOPMIOB U TUMQPONHUTOB, 0€3 TUMUYHBIX MPU3HAKOB “UCTUHHO-
ro” BacKyJIMTa SIBJISIOTCS TUCTOMATOJIOIMYECKONH OCHOBOM KOXKHOTO TECTa MaTepruu y OOJbHBIX
bb [66].

M. Becatti u coaBrt. [67] B cBO€ii paboTe MOATBEPIMIN PELIAIOILYIO POIIb HEUTPO(DUIIOB B
naTorene3e TpoMOoTHueckux nposisieHnid bb. bputo mokazaHo, 4To B pe3ynbTaTe OKUCIHTEIb-
HOTO cTpecca W M3OBITOYHOM TeHepallii aKTUBHBIX METAa0OIHMTOB KHCIOpOa HEUTpohuiIamMu y
nanreHToB ¢ bb mpoucxonut mocrrpaHcisiimonHas Moaudukanus hudpuHoreHa (KapOOHWIIH-
POBaHKE) U CHIKACTCSI BOCIIPUUMYHMBOCTh (PUOpHHA K JM3UCY IJIa3MUHA. DTH pe3yabTaThl Ya-
CTUYHO OOBSCHSIOT MOJIOKUTENbHBIN 3(PPEKT UMMYHOCYNIPECCUBHOM, a HE aHTUKOATYJISTHTHON
TEpanuy B OTHOIIEHUH TpoMOooOpazoBanus y 00ibHBIX bb.

Jlst maniueHToB ¢ ob6ocTpeHueM bb BHe 3aBUCHMMOCTH OT HaJIMUKs TpoMO03a XapaKkTepHa
THIIEPKOATYIISLNS U aKTUBaLuUs (GUOPHHOIN3A.

Pa3znuuHble mpoKoaryyissHTHBIE COCTOSIHUSA, CBSI3aHHBIE C TOBBIIIEHHBIM PUCKOM TPOMOO-
3a, Takue Kak aeduuut 6enka C, 6enka S u antutpom6buna IIl, myramuu rena dakropa V (Jlei-
neHa) u nporpomouHa (20210A), Takke MOTYT CITOCOOCTBOBATh MPOTPOMOOTHYECKOMY COCTOS-
Huto npu bb. ¥V nauuentoB ¢ bb, ABnsiommxcs HOCUTEIIMH MyTalluK reHa ¢akropa V u mpo-
TPpOMOHMHA ONMKMCAHO MHOTOKPATHOE yBEIMYCHHE prcKa TpomOo3a [68]. B omHoM u3 mocimeaHux
CUCTEeMAaTHYECKUX 0030poB ¢ Mera-aHam3oM M.A Islam u coaBt. [69] moka3aHo, 4TO BEpoOAT-
HOCTh BBISIBJICHUS HU3KUX U YMEPEHHBIX ypoBHeH aHTH(hOochomumuanbix antuten (adJl) cpenu
O0onpHBIX bb OblTa 3HAYMMO BHIIIE IO CPABHEHUIO CO 3J0POBBIMU: aHTHKAPIUOIUITUHOBBIX aH-
tuten (aKJI) — B 12 pa3 (otHomenue mancoB (OLL)=12.10, 95% noBeputenbHbIi HUHTEpBAI
(AN): 5,15-28,41, p<0.00001), antuten k P2-rmukonperenny-1 (a-f2-I'Tl-1) — B 23,6 pasa
(OllI= 23,57, 95% JAW: 1,31-423,63, p = 0,03), BOT4aHOYHOTO aHTUKOAryjasHTa — B 14 pa3
(OILI= 13,77, 95% JAU: 0,65-293,59, p = 0,09). Knuanueckoe 3HadeHre mo3uTUBHOCTH 110 adJl
npu bb 10 koHIa He SicHO, OJHAKO MPOCIEKUBAETCA €€ 4YeTKas CBA3b C TPOMOOTHYECKUMU
OCIIO’)KHEHUSIMU; DPSIIOM HEBPOJOTUYECKUX MPOSBICHUH, TAaKUX KaK TOJIOBHAs 0O0JIb, IMHCHH-
JIPOM, KOTHUTHUBHBIC HapyIICHUS; JUIMTEIbHON Tepanueil riatokokoptukonnamu (I'K) u nuarnom-
topamu (n)PHO-a.

JApyrue mexanusmel narorenesa bb

Jlnst u3yuenuss uMMyHomnaTorene3a bb B HacTosmee BpeMst mpuMeHseTcs mpoguimpoBa-
HUE HKCIIPECCUU T€HOB C MOMOIIbI0 ucnonb3zoBanusa JJHK-Mukpounnos Bcero renoma. C momo-
IIbI0 aHajaM3a oborameHuss KaHoHu4Yeckoro nmyTu npu npodrmmpoBannun MPHK kak B CD14+
MOHOITUTaX, Tak U B CD4+ numdonurax y manueHtoB ¢ bb Obuta BHISBICHA aKTUBAIMsI CUTHA-
muzanun JAK/STAT, uTo cBUAETENhCTBYET 00 aKTHUBAIMHM KaK BPOXIACHHOTO, TaK M IpHOOpe-
TeHHOro ummyHnurera [70]. B perynaunn renos moHouutoB CD14+ BaxkHOE 3HaU€HHE MMEIOT
N®H-y, rmokokopTurouaabii perentop u NJI-6. B padore J.M. Xavier u coanr. [71] mokazaHo
yuactue HeiperynunoBoro curtaibHoro nytd EGF/ErbB (Epidermal Growth Factor/ Epidermal
growth factor receptor) B martorenese bb. OcHOBBIBasiCh Ha JAaHHBIX TYpPEUKOIrO U SIIOHCKOTO
MOJTHOT€HOMHBIX MCCJIEA0BAaHNN Y MALIMEHTOB ¢ bb CyIliecTByeT reHeTHYeCKUil PUCK HapyLIEHHI
MEXKJIETOUHOU aare3nu, CUTHAIBHBIX yTelt MAPK (mitogen-activated protein kinase), TOP-f3,
B3anmogeiicteusi ¢ ECM-peuentopamu  (extracellular — matrix-receptor), KOMJIEMEHT-
aCCOLIMHMPOBAHHON aKTUBAIlMU KOATyJSLMOHHOTO KacKaja, MPOTEOCOMHBIX HapyUICHH, Urparo-
X Ba)KHOE 3HAYCHHE B MaToreHese 3a0oaeBanus [72].
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Bb kak 3a0o/ieBaHue, cBsi3aHHOe ¢ reHaMHu | Kiacca riIaBHOro KOMILJIEKCA THCTO-
coemectumoctu (MHC-I-Opathy)

VY uenoseka oomacte I'KI' ncropuuecku HaspiBaeTcs YenoBeueckuid ISHKOIUTAPHBIN aH-
tureH (aurn. HLA, Human Leucocyte Antigen). B HLA BbiaensroT Tpu moao0gacTv: cHavdaiga
uneT obnacth, Ha3biBaeMas kiacc I, 3arem knacc I u kimace I1. J/Ipa Habopa reHos, kiacca I u 11,
KOJIMPYIOIIME TaK Ha3bIBaeMble MOJIEKYJ bl Kiacca | u knacca Il I'KT, sBasroTCS HEeHTpaIbHBIMU
UTPOKaMU KJIETOYHOro uMmyHuTera. OcHoBHas ¢yHkius moiekyn I knacca I'KI - cBs3biBaHue
MENTUIHBIX (PParMEeHTOB, MOJTYYEHHBIX NMPU BHYTPUKICTOYHOM PACHICTUICHHH OCIKOBBIX MOJIE-
KyJ, ¥ TPE3EeHTalMsl ATUX MENTHI0B Ha TOBEPXHOCTHU KIIETOK /sl pacnio3HaBanus T- u NK- kie-
TOYHBIMH PEIENTOPAMHU C TIOCIEAYIONICH aKTUBAIlMe MMMYHHOTO OTBETa ISl HEUTpaTu3aluu
natoreHa. Kak mpaswio, T-muMdoruTel HE COCOOHBI pacro3HaBaTh AHTUTEHBI B WCXOJHOU
dbopme; OHM PaCIO3HAIOT TOJBKO MPOIECCUPOBAHHBIC (DparMEHThI AaHTUTEHOB, CBS3aHHBIC C MO-
aekynamu ['KI' Ha MOBEPXHOCTH aHTUI€HIPE3CHTUPYIOIIMX KIIETOK, YTO IMOJYEPKUBAET BaXK-
HOoCTh cuctembl ['KI' 11t mproOpeTeHHOr0 MMMYHHUTETA.

HenaBno Obuta paspaborana konunenuus “MHC-I-opathy” (3aboneBanuii, accoruupo-
BaHHBIX ¢ reHamu | knacca ['KI') misa CnA, B epByro odepeib — aHKUIO3UPYIOIIETO CITOHIMITH-
ta (AC), accormuupoanHoro ¢ HLA-B27, ncopuasa, acconuupoBarnroro ¢ HLA-Cx0602 u bb,
acconuupoBannoii ¢ HLA-B51 [62]. TIposiBnenus 3tux 3ab0eBaHuil CBA3aHbI ¢ MECTAaMH Hapy-
meHus1 6apbepHO PYHKIMU (CIM3UCTasT 000JI0YKA TIOJIOCTH PTa, KUIIEYHHUK, KOXKA) UM MECTa-
MU HauOoJee CHIBHOTO (PH3UYECKOTO BO3ACUCTBHS (CYXOXKHIIUS, BKIIOYAs MUHHU-CYXOXKHIIUS
rya3a, CTeHKH cocyanoB U oOnactu kianaHoB). Konnemms «MHC-I-opathy» ocHoBBIBaeTcst Ha
TOM, YTO HapylieHne QyHKIUU OapbepHBIX OPTaHOB M BPOXKJIEHHOTO HMMYHHOTO OTBETa B Me-
CTaX MEXaHMYECKOI0 CTPEcca YacTO MOKET BbI3bIBATh BTOPUYHBIC aJallTUBHBIE UMMYHHBIE pe-
akiuu CD8(+) T-muMdouToB ¢ BhIpa)keHHBIM HEHTPOPHUIBLHBIM BOCTIAJICHUEM U THIIEPIPOIYK-
nuerd muTokuHOB ocu WMJI23 - MJI-17, koTopeie 3akaHYMBAIOTCS OOOCTPEHHEM W PEIUINBOM
9THX 3a00JIeBaHMA. YUUTBIBAas TO, YTO MATOTCHE3 ATHX 3a00JICBaHMI BKIIOYACT KaK BPOXKICH-
HBIi IMMYHUTET, TaK U IUTOTOKCHYECKHUE PEaKIUHU, CBsi3aHHbICe ¢ T-TuMQonnTaMu, acCOIMUpo-
BanHbIMHU ¢ | kimaccom I'KT', «MHC-I-opathy» M0kHO OTHeCTH K 3a00JICBaHUSM, SBJISTFOIITAMCS
MPOMEKYTOUHBIM 3BEHOM MEXIYy OOJIE3HSIMH C HApYyIICHHUEM BPOXKICHHOTO M MPUOOPETESHHOTO
UMMYyHUTETA. B CBSI3U ¢ 3TUM C OOJBIION J0JIel BEPOSITHOCTH 3TU PACCTPONCTBA MOTYT pearu-
poBaTh Ha TEpaIuio, HAMPABICHHYIO HA I[UTOKWHBI, MPOAYLHUPYEMbIE KJIETKAMHU BPOXKICHHOTO
MMMYHHOTO oTBeTa U T-mumdonuramu.
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2.3 TEHETMYECKHE ACIIEKTBI bOJIE3HU BEXYETA

I'enernueckum uccnenoanusMm bb B HacTosiiiee Bpems yaensercs 00JblIoe BHUMaHUE,
MOCKOJIbKY TOKa3aHa CBSI3b PAaCIpPOCTPAHEHHOCTH 3TOTO 3a00JI€BaHUsI ¢ HEKOTOPBIMU reorpadu-
YECKUMH PETHOHAMH, accoIuanus ¢ onpeaeieHapiMu HLA rammotunamu u oOGHapyKeHa ceMei-
Has arperauusi.

[Tarorene3 bb cnokeH u HEAOCTATOYHO U3yUYECH, HO, OYydd MHOTO(AKTOPHBIM, BKITIOYA-
€T yJacTue FeHETHYECKUX M BHEIIHECPEAOBBIX (DAaKTOPOB, HAPSAY C UMMYHHOU TUCPETYIISAILIUCH.
B 1973 r. S.Ohno u coaBr. [1] oO6Hapyxunu acconuamuio Mexay HLA-BS anturenom u bb, no-
CKONBKY Y 75% OGonbHbIX onpeaensiics HLA-BS no cpaBaenuto ¢ 30% cpean aui KOHTPOJIbHON
TPYIIIBIL. DTH TaHHBIE MTOCIYKUJIM OCHOBAHUEM ISl U3Y4YE€HUS CBA3M 3TOro aHtureHa ¢ bb B pas-
HBIX TOMYJIALIMOHHBIX TPyIIax.

[Tocnenyromue nccieq0BaHNs NO3BOIMIA YCTAHOBUTH YETKYHO aCCOLMALIUIO 9TOTO aHTHU-
reHa y qun ¢ bb, nmpokuBaromux B permoHax IO XOAy Benaukoro menkoBOro IyTH, HO HE B
cTpaHax 3anaza [2].

Antures HLA-BS yuactByeT B (pOopMHPOBaHUM >HJOTCHHBIX AaHTUTE€HOB, paclO3HaBaec-
Mbix CD8+ nurorokcuueckumu T-cynpeccopamu [3]. Kpome Ttoro, nonaratot, yto HLA-BS an-
TUTEH OKa3bIBACT BIMSHUE HAa (DYHKIIMIO HEUTPOHIOB U CIIOCOOCTBYET HAPYILICHHIO TOMEOCTa3a
T-muM@pOIMTOB — UMMYHOJIOTHYECKUX MTApaMeTPOB, XapakTepHbIX 11s bb [4].

Antures HLA-BS51, npencrasnstonmii coboit onun u3 crumrt-anturenos HLA-BS, ot-
Hocsimierocs k anturedam | kinacca I'KT, umeer 267 cyotuno (HLA*B5101-*B51267), pacno-
J0XeHHBIX Ha 6 xpomocome. Yacrora BeisABieHus HLA-BS1 npu Bb nossimieHa B pa3nuyuHbIX
STHUYECKHX rpynnax: B Typuuu aHTureH BoisBiieH y 54,1% 6onbHbIX BB, B SInonuun —y 57%, B
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I'pettun — y 75,9%, B Upane — y 39%, cpenu eBpeeB Uspauns — y 70,4% u cpenu apabckoro
HaceneHuss Mspawns — y 76,2%. CornacHo meTta-aHaiu3y 78 HE3aBUCHMBIX HMCCIEIOBAaHUM,
BKIItoUaronmx B obmiei cnoxxknoctu 4800 mammentoB ¢ bb u 16289 3m0poBeIX KoHTpOnei, 32-
52% nacenenus nMmeroT puck passutusa bb, cBa3annbiil ¢ HLA-BS51 annenem [5]. B Toxe Bpems
HLA-B52 anturen ne acconuupyercst ¢ bb. HLA-B*5101 — ogun 13 Hanbonee yacto BbIsBIIse-
MbIx B51 amneneit B nomynsuuu u cpeau 60ibHbIX Bb. OH o6HapyxeH B 98,1% ciy4aeB B sIMOH-
CKUX CEMbSIX U MMEET CXOAHYIO 4acTOTy y OonbHBIX Bb, momoxwurensHeix o BS anTtureny.
HLA-B*5108 amiens uMeeT NMOBBIMICHHYIO YacTOTy y 00abHBIX bb 3 Utamuu u CaynoBckoit
Apasun. O06a BbIIIICYKa3aHHBIX AJIEINS SIBISIOTCS Hanboyiee 4yacThiMU y OONBbHBIX BB 1 B KOH-
TposbHOUM rpynmne u3 Typumu, ['epmanuu u Anonuu. OnpeneneHHbId BKJIAA B MOBBIIICHHYIO
npenpacmnonoxeHHocts kK bb mokazan mist HLA-B*5109 annens [6 - 8]. Mcxoxast u3 Bblecka-
3aHHOrO, aHTUreH HLA-B51 MOXXHO TMIIOTETHYECKH pacCMAaTPUBATh KaK aHTUT'€H PHUCKA pa3BU-
tusi bb.

Hecmotps Ha accounaruio nosutuBHocty o HLA-B51 antureny ¢ bb nanubiii renetu-
YECKUH MapKep He SBISETCS HEOOXOAUMBIM NPU AMATHOCTHKE 3a00JIeBaHMS, B OTIUYUHU OT
HLA-B27 anTurena, KoTopblii HeoOxoaum 1ijist yctaHoByieHus auarnoza AC. M 3To o60cHOBaHO,
Tak Kak BepoATHOCTb pa3Butusi AC npu nozutuBHocty no HLA-B27 antureny B 50 pa3 Bblie,
YeM IMPH €ro OTCYTCTBUHM, B TO BpeMsl Kak puck pa3Butusi bb y HLA-BS51-no3uTUBHBIX MOBBIIIEH
B 5-10 pa3. MHOrouucieHHble UccieI0BaTeNn 0TMeYaoT Ipu bb nonoxurenpHyo cBs3b MO3H-
tuBHOCTU 110 HLA-B51-anTHreny ¢ My>XCKMM IOJIOM, TOPaKEHUEM TJi1a3, KOKH, I3BAMU T€HUTA-
auil 1 oTpunatenbHyto — ¢ nopaxenueM XKKT [9].

[Tomumo HLA-BS1 anTureHa B OTAENBbHBIX 3THUYECKHX TPYMIAX, B YaCTHOCTH CPEAH
simoHieB, otMedeHa acconuanuio bb ¢ HLA-A26 naxe npu orcyrcteun HLA-B51 [10]. M.J.
Ombrello u coast. [11] cpenn amepuKaHIIeB TypELKOTO MPOUCXOXKIACHUS BBISBIIIM ACCOIHAITIIO
bb ¢ HLA-B15, HLA-B27, HLA-B57, HLA-A26 u nporexktuBHoe 3Hauenne HLA-A03 u HLA-
B49 B otHomennu pucka bb. B HekoTopsix paboTax oTrmedena ciabas acconuanus bb ¢ HLA-
Cwl4, Cwl5u Cwl602 [12, 13].

B nacrosiee Bpems, Kpome KJIacCH4ecKux reHoB JIokycoB A, B u C, k knaccy I cucremsl
HLA otHocsT eme 18 renos, 11 u3 KOTOPBIX SIBISIOTCA MCEBIOT€HAMH, a 7 CBSI3aHbI C MPOIYK-
TaMu TpaHCcKpuniuu. B wactaocTH, rensl tokyca MIC (MIC-A u MIC-B) (MIC - MHC Class |
chain-related genes), pacnonoxennsie Mmexay Jokycamu ®HO u HLA-B, Taxke oTHOCATCS K
renam HLA knacca I. O6HapyskeHo, uto antureHsl MIC-A y4acTByIOT B aKTHBAIlMN B3aUMOJICH-
cTBus T-KIeTouyHBIX peunentopoB ¢ mMoiekysaoil MIC B peakuuu IUTOTOKCUYHOCTH, ONOCPENO-
BaHHOM T-nuMmdounTaMu, B aKTHBAIIMM €CTECTBEHHBIX KWLJIEPOB, U, MO-BUIUMOMY, MOUYTH TaK
’Ke 3HauuMBbI B ratorene3e bb, kak kinaccuueckue anturensl HLA kmacca I [14-19].

[Tomumo renoB cucrembl HLA B kauecTBe npenpacnosararomux kK bb reHoB-kaHauaaToB
B HACTOsIIEE BPEMS, OCHOBBIBASICh HA Pe3yJibTaTaxX MOJHOT€HOMHBIX HUCCIEAOBaHUM, Mpeara-
ercst paccMarpuBath nonumopdusmer renoB MJI-10, UJI-12A, NJI-1o/ UJI-1P, penentopoB NUJI-
23, CCR1, STAT4, KLRC4, MEFV, TLR4 u nap. [20].

B nocnennee BpeMsi 0coObIif MHTEpEC MPECTABISIET U3YYEHHUE AMUCTATUYECKOro (Korjaa
OJIUH T'eH BIUSAET Ha (PYHKUUIO ApYyroro) B3aumozericTeus mexnay HLA-BS51 u amuHonenTuaa-
301 sHporutazmatudeckoro petukyiayma 1 (ERAP1). Onnoit u3 pynkmuit ERAP1 sBasercs N-
KOHIIEBOU MPOTEONU3 MEMTHUIOB, 00Pa3YIOIIUXCS B XO/Ie Jerpadallii KIECTOYHBIX OCJIKOB C yda-
CTHEM TIPOTEaCOMBI, JJIs TIpe3eHTauun ux B koHTekcTe Mojekya MHC-I. Kpome Ttoro, ERAPI
CBsi3aHa ¢ oOpa3zoBaHueM pacTBopuMOi ¢opmbl peuentopa tuna 1 ®HO (POHO-1) u pactBo-
puMbix hopm pereniropoB UJI-1 u NJI-6, urpast BaxxHyr0 poJib B PETyJIAIMH HMMYHHOTO OTBETa
npu “MHC-I-opathy”, B Tom uncne — bb [9].
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I''IABA 3
KIIMHUYECKAS CUMIITOMATHUKA BOJIE3HM BEXYETA

Junarnoctuka Bb mocrarodHo ciokHa M, HECMOTPS Ha HaJUYHe KiIacCHU(UKAITMOHHBIX
KPUTEPUEB, BO MHOTOM OOJIErJaronuX MOCTAHOBKY JMArH03a, Pellaroliee CJI0BO MPUHAICKUT
KJIMHHKE.

3a nepuon 1990-2021 r.r. B UHCTHTYTE PEeBMATOIOTHH OBIJIO MPOKOHCYABTHPOBAHO 0O-
nee 600 6onpHbIX BB. B cBs3u ¢ pacagom CCCP mox amurenbHBIM HaOIIOJIEHUEM OCTallach
MOJIOBUHA M3 HUX. XapaKTEPUCTUKA MOCIEAHUX MPECTABIECHA B COOTBETCTBYIOIIUX MOApPA3e-
JIaX JaHHOU IJIaBEIL.

3.1 CJIMBUCTO-KOXXHBIE ITPOABJIEHWA U TECT ITATEPT A

SI3BeHHOE MopakeHne CJAU3UCTON PTA U TeHUTAJIUI

B nuteparype BcTpedaeTcst pa3inydHas TEPMHUHOJOTHS SI3BEHHOTO Tipoliecca. Tak, Hapsay
C IIHPOKO paclpOCTpaHEHHBIM HA3BAHHEM - SI3BEHHOE TMOpa)KEHUE CIU3UCTON pra -
YIOTPEOIAIOTCS KaK CHHOHUMBIL: a)TO3HBIM CTOMATHT, aThl POTOBOI MOJIOCTH, ahTO3HBIE U3b-
SA3BJICHHUS.

VY GonbmMHCTBA OOJBHBIX 3200JIeBaHWE HAYMHACTCS UMEHHO C PELUIUBUPYIOIIETO I0-
paXXeHusl CIU3UCTOW POTOBOM IMOJIOCTH, T.€. SI3BBI BO PTY — OOBIYHO PAaHHUM M YHUBEPCATbHBII
npusHak bb. YacToTa s13BeHHOTr0 MOpakKeHUs CIIM3UCTON pTa y 00JbHBIX BB B pazHbIX permoHax
Mmupa kosebnercs B nmpenenax 92-100%, a kak HauanbHBIA MpU3HAK adThl BO pTY HAOIIOIAIOTCS
y 47-80% 6onbubIX. Hepenko penunuBupyromuii adpro3usiii cromatut (PAC) 3a MHOTHE TOJBI
npeauiecTByeT pa3BepHyToil cumntomatuke bb. M3BecTHO, uTO TONbKO 2-3% OGonbpHBIX Bb He
UMEIOT 3TOTO MIPU3HAKA HAa BCEM MPOTHKEHUU 3a001eBanus [1].

S13BBI BO PTY, CKJIOHHBIE K OBICTPOMY YBEJIMYEHHUIO B pazMepe, HaCTOJIbKO OOJIE3HEHHBI,
YTO TAI[UEHT HE MOXET €CTh BO BpeMsi 000cTpeHUsl. AQThl OOBIYHO MOKPBITHI KEITOBATON WIIN
CepoBaTol MCEeBAOMEMOpaHO U UMEIOT KpacHbIe Kpasi. MoryT pacrosiararbcsi B J1000M MecTe
CIIM3UCTON pTa, HO Yallle Ha MICYHON MOBEPXHOCTH, S3bIKE, CIU3UCTON T'yO, JECEH M MSTKOTO
HeOa. [lpu Tsxkenom mopakeHWH XapakTepHbl apTbl POTOIVIOTKH, 3aTPYAHSIONIME TJIOTaHHUE.
Nmenno nokanuszanus at Ha 3aHEH CTEHKE POTOBOM MOJIOCTH CUUTAETCs OoJiee crienupuIHOMN
11t bb, uTo BaxkHO mpu mpoBeaeHUM auddepeHImanbHON TUarHoCcTUKU. VIHTepBan Mexay pe-
UANBaMH aQTO3HOTO CTOMATUTA COCTABISIET OT HECKOIBKUX HENENb 10 MECSIIEB, W, COTJIACHO
MEXIYHApOAHBIM KpUTepHusaM nuartosza bb, gacrora penuanBoB adTo3HOr0 cTOMAaTHUTA J0JKHA
OBITH HE MeHee 3 pa3 B IO, UTO U XapakTepHo st 97% GonbHbIX BB [1-3].

Paznuuaror Gosbmne, manbie U repretudopmubie a@Tel. OHE MOTYT OBITH OJWHOYHBIE
WM MHOXXECTBEHHbIE. OJTHOBPEMEHHO MOTYT MOSBIIATHCS pa3iuuHbie BapuaHThl adT. Kak mpa-
BUJIO, aThl UMEIOT OKPYTJIYI0 WM OBaJIbHYIO (OPMY, MOTYT MUMETh BUJ «IIPOOOWHHKA» HIIN
OBITh KaK ObI «BBIIABICHHBIMH JbIpokosiom». Hanbonee Tunmunbivu s bb (85-99%) sBnsrot-
cs1 manvie agpmol. OHM He mpeBbimaoT 10 MM B auamMeTpe W 3axuBaroT yepe3 7-10 mHei Oe3
pybuesanus. borvuwiue agpmor (0T 1 10 3 cM B quamerpe) ropa3ao Oomnee OoJe3HEHHBIE, TITy00-
KM€ U 32)KMBAIOT, KaK MpaBUJIo, JoJblie (10 4 Henenb), ¢ pyoueBanueM. OnucaHbl S3Bbl TUTAHT-
CKUX pa3MepoB. [ epnemughopmuulie aghpmoi penku. XapaKTepU3yIOTCs MOCIEI0BATEIbHBIM MOSIB-
JeHreM OO0NbIIOro KoiuuecTBa Oojie3HeHHbIX adt oT 1 70 3 MM B AuameTpe, KOTOPhIE MOTYT
3aKUBaTh C pyOleBaHueM. B oTnuunn ot Manbix ¥ 00JbIIUX adT, reprneTuOpMHBIE MOTYT I10-
pakaTb HEOPOTOBEBAIOIINE CIM3UCTBIE HE TOJBKO pTa W F€HUTAJIHWI, HO U TJ1a3a, MOYEBbIIEIH-
TeNbHBIX Opranos [1-3] (pucynok 1-3).

TpaBMaTu3anus CIM3UCTHIX B pe3yNbTaTe YIOTPEOICHUS MUIIN C OCTPBIMU KpasiMu (ope-
XH, CEMEUKH | T.I1.), IPOBEJACHUS CTOMATOJIOTHYECKUX MAHUITYIISIUNA CIIOCOOCTBYET MOSIBICHUIO
agr.

[To naHHBIM HEKOTOPBIX aBTOPOB KypEHHE MPEMATCTBYET nosiBieHuto apt [4, 5]. B yact-
HOCTH, BpEMEHHOE TpeKpalieHus: KypeHus y 47 nauueHtoB ¢ bb, He umeBmux PAC, npuseno k
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MOSBJICHHUIO apT y)Ke uepe3 HeleNro Mmocie mpekpamieHus kypenus y 31 (66%) mauuenra, B OT-
an4aue ot 25% rpynmbl CpaBHEHHS — HE KypSIIMX NanueHToB ¢ bb.

V nabmogaembeix Hamu 560 manuentoB PAC B nebrore 3a0oneBanust otmeuancs y 482
(86,0%), Ha mpoTsikeHnu Becero 3adoneBanus — y 542 (96,8%), cpennuit Bozpact aediora bb co-
craBun 22,2+10,2 roxa. XapakTep S3BEHHOT'O CTOMaTUTa B TeUeHUE 3a00sIeBaHUS ObLT CIEYIO-
LIMM:

- U30JIMPOBaHHBIE Malble SI3BbI —y 74%,

- U30JIUpOBaHHbIe OombIIMe 53Bbl — Y 1,2%,

- repnetuopMHbIe BeIChIanus — y 2,4%,

- Masble + 6ombiue apTel — y 14,4%,

- Masible + repretudopmusie —y 6,0%,

- Oonpuine + reprerudopomusie —y 1,2%

Pucynox 1. Manas adra

7 Pucynoxk 2. bonbmas adra
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Pucynok 3. I'epnetudopmubie ahTh

S3BBI reHUTANNI — BTOPOIl Mo yactote npusHak bb, Bcrpeuaercs B 50-85% ciydaes [6,
7]. Cpenu HaOMO1aeMBIX HAMH MAIMEHTOB SI3BbI TEHUTANIMN B TeUeHUE OOJIE3HU OTMEYAINCh Y
391 (69,8%).

B kauecTBe mepBoro mpusHaka 3a0oyieBaHUS S3Bbl Te€HUTANUN oTrMevaroTcs y 21,7%
OonpHBIX [1].

S3BBI TeHUTAIMN OYeHb O0JIE3HEHHBIE, 00JIee KPYITHBIE U TIIYOOKHE, YEM SI3BBI, pacioia-
raloIuecst B POTOBOM MOJIOCTH.

OnHu yale oJMHOYHBIE, HO MOTYT OBITh U MHO>KECTBEHHBIMH, OBaJIbHBIMU WJIM KPYTJIbI-
MH, TIOJIOOHO TYrOBWIIE, C YETKOH JeMapKallMOHHOW JMHHEW, JHO KOTOPBIX HMMEET IKEITO-
KpacHoe okpamuBaHue. [IpeanoyTurensHas JoKalu3anus 3B y My)KUWH — MoIloHKa (89%) u
nosioBoit wieH (5%), y xenuuH — 6omnbiue (71%) u mansie (10%) monossie TyObl. SI13BbI 00BIY-
Ho 3axkuBatoT 10-30 gueii, Oonpbiue (6onee 1 cm) B 90%, mansie B 49-54% ciydaeB oCcTaBisIOT
nociie cedst pyOIsl. B OTHENBHBIX CiTydasiX sI3BbI OBIBAIOT HACTOJBKO OOMIMPHBIMH, YTO MOTYT
MIPUBECTH K JICCTPYKIIMU BCEH BYJIBBBI C 00Opa3oBaHHeM rpyObix pyomoB [8] (pucyHok 4, 5).

V KEHIIWH S3BEHHOE MOPAKECHUE TeHUTAIHNN MPUBOANUT K qucHapeyHuH (00JIe3HEHHOCTH
MIPH TIOJIOBOM KOHTAKTE).

Y MyX4YMH OJHOBPEMEHHO C SI3BaMU T€HUTAIUNA MOXKET Pa3BUTHCS SMUAUTUMUT U, KaK
ciencTBue ero, oecruoaue [9].

SI3BBI MOT'YT pacroiaraThCs TAKXKe B IEPUAHAILHON 00JIaCTH.

S13BBI BO PTY M B 00JIaCTH T€HUTAJIMM MapaienbHo Bo3HUKaOT y 15% Gonbubix BB [10].
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Pucynok 4. I3Ba Ha Mo1IOHKE PucyHoOK 5. SI3BBI ByJIEBBI

IMopakeHue KoOXKHU

Koxxnas cumnromaruka Berpeyaercs y 38-99% OonbHbix BB, ¢ HeKoTOpbIMU pernoHaib-
HbIMU pasznuuusMu [ 1]. Kokable nMposBiIeHUs y HAOMIOJaeMbIX HAMH OOJBHBIX OOHAPYXEHBI y
486 (86,8%) manueHToB, HO B IE0I0TE ITOT MPU3HAK OTMe4ueH Bcero B 20,4% crmydaes.

CrekTp 3TUX CUMIITOMOB JIOCTaTOYHO IIMPOK, CPEeId HUX: U3MEHEHHUS, OJOOHbIE y3J10-
BaTON JpUTEME, PEUUAMBUPYIONIMNA MCEBAOGOUIUKYIUT, MAIyJIOMyCTYJI€3HbIC BBICHIIAHUS U
aKHerno100Has chIb (B orcyTcTBUE Tepanuu ['K), mHOrOOpMHas spuTema, OyIe3HbIi HEKPO-
TU3UPYIOIIUN BaCKyJHUT, NANbIIUpyeMas MypHypa, ranrpeHo3onono0Has muoaepmus. OnHoBpe-
MEHHO y OJHOTO MallMeHTa MOTYT OTMEYaThCsl Pa3IMUHbIe BApUaHThI BBICHINAHUM, Hanboee ya-
CTO€ COYETaHUE — y3JI0BaTas IpUTeMa U namnyjaonycryne3sas coinb [11-13].

H3zmenenus, nooobHvle y3106amoul spumeme BCTpedaroTcs npuMepHo y 50% nanueHToB
¢ bb, nmo namum nanaabM — y 42,3%. [IpeacraBisaior co0oit kpacHbIe, O0JIE3HEHHBIC, HE N3bsI3B-
JSIFOIIMECs TIOAKOXKHBIE Y3761 0T 1 10 5 cM B nuamerpe. Hanbosee yacTast mokanu3amnus - nepes-
HSS TIOBEPXHOCTH TOJICHEH, JIOJIBIKKH, peXe - U0, pYKH, ATOAUIbL. VIMEIOT TEHIEHIINIO K CHM-
METPUYHOMY pacrpocTpaHeHHIo. bosee yacto BeisBIstOTCS y skeHIIUH (70%) 1 pa3pemaroTcs
yepe3 1-6 Helenb, OCTaBIsIsA PE3UTYATBHYIO TUIIEPITUTMEHTAIINIO (PUCYHOK 6).

Mopdonoruueckass KapTHHa U3MEHEHUH, MOIOOHBIX y3ioBaToil spureme npu bb, oco-
OCHHO Ha MO3/HEW CTaIuH, HE OTJIIMYAETCS] OT TAKOBBIX MPHU JIPYrHX 3a00JeBaHUIX, TOITOMY HE
UMeeT NPUHIUIHAIBHOTO 3HauYeHHs B AU epeHInanbHOl AMarHOCTHKeE. [ MCTONaTONOrnYecKH
paHHSSI CcTaausi U3MEHEHUM, TOAO0HBIX y3J0BaToM sputemMe npu bb, npeacrasiena npeumyiie-
CTBEHHO CENTAJbHBIM MAaHHUKYIUTOM, COINPOBOKIAIOMIUMCS BBIPRKEHHOW HHPUIbTpAIen
HeWTpoduIamMu, 0COOEHHO BOKPYT KPOBEHOCHBIX COCYJIOB B BEPXHEH M HWIKHEU YacTH JIEPMBI, U
BHECOCYAHMCTON YyTEUYKOW SpuTponmToB. Ha mo3mHeil craguu mpeobiamaroT TuMQOIHUTapHBIC
uHGUIBTpaThl. THOTIa BOCTIATUTEIbHBIC U3MEHEHHS COCYJIOB COITPOBOXKIAIOTCS TpOMOO0Opa3o-
BaHueM. Hanuume HeHTpoQUIBLHONW mNepUBACKYISIpHOW HMHPUIBTPAIIMM WJIM BacKylIuTa C
HEUTPODUILHON MH(MIBTpALIUEH, SBISETCA BAXKHON OCOOCHHOCTHIO, OTJIMYAIOIICH Y3JI0BATYIO
spureMy npu bb ot knaccuueckoil yznosaroit sputemsl [13-16].
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Pucynok 6. MI3meHeHwus1, Mog00HBIE Y3II0BATON dpUTEME

IlanynonycmynesHuvle 6blcblnaHus, nce80OPONMUKYIUM U AKHEGOPMHASA Cbinb BCTpeya-
0TCs Y 65-96% manueHToB, B HaIIeH BEIOOPKE OOIBHBIX — y 63,6%. Tak kak bb wame nedroTu-
pyeT B MOJIOJIOM BO3pacTe, KOrja OObIUHBIE YIPU (acne vulgaris) Takke BCTPEUYAIOTCS 4YacTo,
BA)KHO IMOHMMATh, KOTJIa ChIIb JEHCTBUTENBHO sABIIsAeTCS NposBieHneM bb. I1o MHeHnI0 HEKoTO-
pBIX aBTOpOB, Uit bb Gonee crnennduuHbl HEPOUIUKYISIPHAS CHIb, a TAKXKE JOKATU3AlU HA
KO’KE€ TYJIOBHIIIA M1 KOHEUHOCTEH, B TO BpeMsI KaK OOBIYHBIC YTPH Yalle mopaxarot ymmo [13, 17]
(pucynok 7-9).

Jonrue roapl CYUTANIOCh, YTO MAMYJIOMYCTYJe3Hble Beicbinanus npu bb otHocsTCs K He-
MH(EKIIMOHHOW CHIMHK, OJHAKO TOSBHIIUCH Pa0OTHI, JEMOHCTPHUPYIOIINE, YTO COACPKAHHE ITy-
ctyn He crepuiibHO [18]. Hambonee wacto u3 myctyn 6onsHbIXx Bb momyuanu Staphylococcus
aureus u Prevotella spp.

[Ipu rucTOmaToJOrM4ecKOM HCCIIEAOBAHUM MamyJIOMyCTYJIE3HOro nopaxeHus npu bb
OTIpeeIIAIOTCS HEUTPOhMIbHBIE HHPUIBTPATE BOKPYT BOJOCSHBIX (OJUTHKYIOB U UyTh TIIyOKe
snuaepmuca. Heltpodunel Takke oOHapyKMBAIOTCS BOKPYI KPOBEHOCHBIX COCYIOB B JIEpPME.
[lo naHHBIM HEKOTOPBIX aBTOPOB 43,5-70,5% nmanueHToB C ManyJlIonycTyJIe3HbIMU U3MEHEHUSIMU
KOKH UMEET B OCHOBE JICHKOITUTOKIACTHYECKUI BacKyauT [19, 20].

Pucynoxk 7. Ilynynonycryne3Hbie BRIChIITAHUS
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Pucynok 8. IlceBnodommukyaut

Pucynok 9. AxkaepopMHast ChITib

K npyrum xopoio M3BeCTHBIM KOKHBIM TposiBlieHUs BB MoxxHO oTHecTH skcmpazcenu-
manbHble 5136l KOJHCU U USMEHEHUs, NOO0OHble Sweet’s CUHOpOM).

OxcmpazeHumanbHvle 536bl, KOTOPbIE KIMHUYECKU MOXO0XH Ha a(TO3HBIC MOPAXKECHUS,
MIPEICTaBISAIOT COO0HM ITyOOKO pacHoiOKEHHBIE SI3Bbl C SPUTEMATO3HBIMU, OT€UHBIMU KpasiMi U
JKEJITHIM HEKPOTUYECKHMM OCHOBAHHEM. DKCTPAareHUTAIBHBIC SI3BBI MMEIOT PEIUJAMBHUPYIOIICE
Te€4YeHHEe, 0OOBIYHO MOTYT MPUBOAUTH K 0OOpPa30BaHUIO PYOIIOB U JIOKAINU3YIOTCSA Ha HOTax, B MOJ-
MBIIIIEYHBIX 00JIACTSX, HA TPY/IH, IIee, MalbllaX HOT, B TaX0BO# oOmactu [21].

Oxono 4% manuenToB ¢ BB MOryT uMeTh mposBIeHUs, n000OHbIe Sweet’s cuHOpomy -
00JIe3HEHHBIE BOCTIAJIUTENIBHBIE Y3€IKU U OJISIIKH, pacroiaratoliyuecs Ha JUIEe U KOHEYHOCTSIX.
Sweet’s CHHAPOM — OCTPHIA PeOPIITBHBIN HEUTPOPHUIIBHBIN 1epMaTO3, aCCONMUPYIOIIUNUCS ¢ MU-
eno/ nmumdonponudepaTuBHbiMU 3a001eBaHuAMHE (B 20%) UM XpOHUYECKUMH HHQEKLIUSIMU.
Jlyis HeTro XapakTepHBI JIMXOpajKa, 00Ib B TOpiie, Tuapes, KOHbIOHKTUBHUT, apTpainruu, 0oes-
HEHHbIE MaIyJsbl, OJIAIIKA, BE3UKYJIbl HAa KOXKE JIUIA, BEpXHUX U HIKHUX KOHEYHOCTEH, YBEIH-
yenne COD, HeUTpodmIbHBIN NeiikonmTo3 [22, 23].

K penxkum koxHbIM mposiBieHUsIM bbb OTHOCATCS raHrpeHo3Hass MUOAEPMHS, MHOTO-
(dhopMHas spuTeMa, MEPHUOIMOMIOOHBIE KOXKHBIC TIOPAXKEHUS, NalbIIUpyeMas IMypiypa, myprypa
[[lenneiina-I'eHoxa, OyaIe3HBI HEKPOTHU3UPYIONTUN BAaCKYJIWUT, MOJAHOTTEBbIE HH(MAPKTHI, Te-
Mopparudeckue Oyiuibl, pypyHKYIbI, aOCIecChl U aKpalbHBIC MYPITYpPHBIC MAMTYJIOHOIYISPHBIC
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nopakeHusl. ' MCTONOrnYeckH MpU BCEX THIAX KOXKHBIX M3MEHEHHH OTMEueHbl HEUTPO(HIbHBIC
WH(HUIBTPATHI, YTO MO3BOJIAIET OTHECTH bb K HelTpommbHBIM nepmaTo3am [22, 24].

IMos10kuTEILHBIH TECT MATEPIrUU

O6bequHsIONIEH 0COOCHHOCTHIO BOCTIaNIeHUSs, Ha0mogaemMoro ipu bb, sBisiercs Hann4ane
¢deHoMeHa maTepruu, KOorja TpaBMaTHUECKOE MOBPEXJIECHUE WM Pa3IMYHbIC THIIBI BOCHANIU-
TEJbHBIX CTUMYJIOB K TKAHSIM BBI3bIBAIOT YCUJICHHYIO BOCHAIUTENbHYIO peakuuio. DeHoMeH na-
TEpPruu He OTpaHUYMBAETCS TOJIBKO KOXeil. B yacTHocTH, mpoBeaeHune aHruorpaduu Uin 3HI0-
BaCKYJISIPHOTO BMEIIATEIhCTBA HA apTEPUSX MOXKET MPUBOAMTH K apTepUaIbHOMY TpomMOO03y u/
Wik GOPMHUPOBAHUIO apTepUATbHON aHEBPU3MBI; I1OCIIE MMPOBEIECHNS BEHONYHKIIMH YaCTO pa3BU-
BAeTCS MOCTUHBEKIIMOHHBIN (IIeOUT, BHYTpUIIIa3Hble WHBEKIMU [ K MOryT crmpoBoIiupoBaTth
YCWJIEHHE BHYTPUIJIA3HOTO BOCIAJICHUS; PE3YIbTATOM XUPYPTHUUECKOTO JICYEHUS SI3BEHHOTO I0-
paXeHMsI KMIIEYHUKA MOTYT CTaTh s3Bbl aHacToMo3a [25 - 29].

['ucronaTtonornyeckoe HcCiaeOBaHUE JaHHOTO (EHOMEHA BBIABISET BOCHAIUTENbHBIH
UHQUIBTPAT C TpeodIaqaHueM MOHOHYKJICAPHBIX KJIETOK BOKPYT KOKHBIX COCY/IOB U yBEIUYe-
HUE KOJIMYECTBA TYYHBIX KJIETOK. Takye MOKeT MPHUCYTCTBOBAaTh HEUTpo(uiIbHAsS UHPUIbTpa-
1nus cocynioB. CpaBHUTENBHOE MCCIIEJOBAHUE UMMYHHBIX PEaKIIUI KOXKHU Ha YKOJI UIJIbl MEXIY
KOHTPOJILHOW TPYMION 30POBBIX JOOPOBOJIBIIEB U MaleHTaMu ¢ bb 1 MONOXUTETbHBIM KOX-
HBIM TECTOM MaTEepPruu MoKa3ajao, YTO, B OTIUYHE OT CAMOOTPAHUYEHHBIX BOCHAIUTEIbHBIX pe-
aKLUi, 00yCIIOBJIEHHBIX BPOKJICHHBIM HMMYHHBIM OTBETOM, HAOIIOAAEMbIX B HOPMAJIbHOM KOXe
B T€UEHME MEPBbIX & 4, y nannueHToB ¢ bb B MecTe ykona yepes 48 4 pa3Buiach yCUJIeHHas BOC-
nanutenabHas peakuus Thl-tuna, XapakTepu3yromascs 3aMEeTHBIM MPUTOKOM 3PENbIX JACHIPUT-
HBIX KJIETOK, MOHOLUTOB U CD4+ T-numponurtos, yBeanueHHeM cojepxkanus TUTOKUHOB Thl-
tuna (MUOH-y, NJI-12 p40, NJI-15) u xemokunoB (MIP3-anwda, IP-10, Mig u iTac), Hapsagy c
mounekynamu aare3un (ICAM-1, VCAM-1) B mecto noBpexaenus [30-32].

[To3uTuBHOCTH 3TOrO TecTa y 607abHBIX bb BbIlIe cpean MyKUuH U KoJiebseTcs B mpeje-
nax 25-75%. K npumepy, y xxurteneit bamxuaero Boctoka aTot npoueHt cocrasiser 60%, y ko-
peiieB — 15%. ¥V 6onbHbIX, poxuBatonmx B BenukoOpuranuu u CHIA npoueHT emie HIKe —
5-10% [5, 6]. Cpenu xoroptsl nanmeHToB HUMUP monoxxutenbHbIA KOXKHBIN TECT marepruu 00-
HapyxeH B 30% cirydaes.

Meronuka IpOBEICHHS TECTa 3aKIOYaeTCs B cieayromeMm. Ha meamanbsHONW CTOpOHE
MpEeAIUIeYbs B 4-X TOUKaX JENIAeTCsS YKOJI CTEPUIIbHON M0 OoJbiioro quamerpa. Yepes 24-48
4acOB Ha MECTE yKOJIa BOZHUKAET MamyJsia WIH MyCcTyJia pa3sMepoM >2MM B AUaMETpPe, UCUE3al0-
e yepes 3-4 aus (pucyHok 10). Peakuust maTepruu He sIBISETCS TOCTOSIHHOM, MEHSIETCS B pas-
HbIE TEepHOAbl 00JIe3HHU, KaK MPABUIIO, HE aCCOLMUPYETCsS ¢ 000CTpeHNeM 3a00JIeBaHUs MU Ka-
KUMU-THO0 IPYrUMH KIMHUYECKUMU MposiBeHusIMH bb.

Cunraercs, 4TO, €CJIM TECT IOJOKUTENbHBIN, TO OH UMEET JUAarHOCTUYECKOE 3HAUYECHHUE,
HO €ro OTCYTCTBHE HE onmpoBepraeT auarHos3a bb.
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Pucynoxk 10. [TonoxurenpHplil TECT MaTeprun

JAudppepennuaibHas IMarHOCTHKA

B cnyuasix, koraa qiurenbHOe BpeMsi KIMHUYecKas cumnromatrka bb orpannunBaercs
U30JIMPOBAHHBIM MOPaKEHUEM CIU3UCTBIX pTa W/ WIM TEHUTAIHH, MO0 KOXKHBIMU MPOSBICHHSI-
MU Ba)XHO TMIOMHHTb, YTO CYIIECTBYIOT JAPYTHE 3a00JICBaHUS C MOXOXKEH CHMITOMATHKOHN (Tal-
muna 1). B wactHoctu, s 20% o6meit nomynauuu xapakrepeH uaunonaruyeckuit PAC kak ca-
MocTosiTenbHOe 3a0oneBanue. [1o HekoTopbiM naHHbIM Yy 14 - 55% nanuentos ¢ Bb PAC nposis-
asiercss OONBIIMMU WM TepreTU(GOPMHBIME adTaMyd B OTIMYUHU OT MALUEHTOB C MJIUOMATHYe-
ckuMm PAC, mis koTopeix OoJiee XxapakTepHbI Majbie apThl, a OOJBIINE WU TepreTU(OPMHBIC
BCTpeuaroTcs: Tobko B 9% [6, 33, 34]. loctatrouno yacto PAC kak cuMntom Habmogaercs y
MalMeHTOB ¢ CUCTEeMHOM KpacHOM BomdaHkoi (CKB), BocmamuTensHbIMU 3a00JICBAaHUSIMU KH-
meunuka (B3K), cungpomom Petitepa [2]. PAC B coueTaHuu ¢ si3BaMu TeHUTAIUN XapaKTepeH
st cuaagpoma MAGIC (Mouth And Genital ulcers with Inflamed Cartilage), Takoro ayroBocma-
auTenbHOTo 3a0oneBanus kak cuHiapoM PFAPA (Periodic Fever, Aphthous ulcers, Pharyngitis,
Adenopathy), nmukimnueckoii HeTponieHuu 2, 35].

HexoTtopbie cnu3ncTo-KoKHBIE 3a0071eBaHMs], MaHU(ECTHPYIOle HeaTO3HBIM MOpaXxe-
HUEM CIIM3UCTBIX pTa U TeHUTAIHH, Takke TpeOyloT mpoBeAeHus nud@epeHuanbHoN AuarHo-
ctuk# ¢ bb. OcobenHo npobieMaTHYHbl B JTaHHOM KOHTEKCTE MAI[MeHThl ¢ MHOTO(OPMHOM 3pH-
TEMOM, ayTOMMMYHHBIMH OYJUIE3HBIMU JI€PMAaTO3aMU, TAKUMHU KakK BYJbrapHas Iy3blpyaTka, u
BYJIbBO-BarMHAJIBHON (POPMOIT 3pO3UBHOTO KPACHOT'O IIOCKOTO Jinmias [36].

N3menenuns momo0HbIE y37I0BaTOM dpuTeMe, xapaktepubie 1isa bb cienyer nuddepeniu-
POBaTh ¢ UIUOMATHUYECKUMH WM aCCOLMUPOBAHHBIMU C capkouao3oM, nnpekuueii, B3K, onko-
3a00JIeBaHUAMHU, TPUEMOM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB.

K neitrpopunbabiM aepmaro3am nmomuMo bb Taxke otHocAT Sweet’s cHHAPOM, HEUTPO-
(UIBHBIA SKKPUHHBIN TUAPATUHUT, TAHTPEHO3HYIO MHOJEPMHUIO, CUHIPOM JepMaTo3a-apTpUTa,
ACCOIIMMPOBAHHOTO C KHIIEYHUKOM, PEBMATOMAHBIM HEHUTpouiIbHBIM aepMatuT U OO0JIe3HB
Crwiia B3pOCIbIX, UTO HYXKHO YYUTHIBATh IpH auddepeHnuansHoi nuarnoctuke bb [24].
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Tabmuua 1. Auddepennmanbaas AMarHOCTUKA CIM3UCTO-KOKHBIX MposiBieHuit bb [2, 6,

24, 33-36]
[unarnos XapakTepHucTuka Bosneuenue npy- | duarnoctuueckue | Cnenmdudeckne
3B I'MX OPraHOB U CH- | IPU3HAKU 71a00paTOpHBIE T0-
CTEM Ka3zarenu
bonesns I'ny6okue, 6one3- | Jpyrue Tunuynsle | Penmausupyro- HLA-B51 (+)
bexuera HEHHbIE, 3aK1Ba- cumnTomsbl bb AN XapakTep
routue 7-10 que, 3a00JIeBaHus, CO-
peunauBel Oomee 3 OTBETCTBUE MEXK-
pa3 B rof ITyHapOIHBIM KpH-
TEpUsIM UarHosa
Penmnusupyto- | PemmmuBupyromme | OTCyTCTByeT OTCyTCTBYIOT HLA-B12
mui adTo3HbIil | adThl cU3KUCTOR
CTOMATUT pTa, Jale Majble
Hepmamonoeuueckue 3abonesanus
Cunrnpom [Ty3b1pBKY C TI0- [IatauCTO- Ces3b ¢ ipueMoM | OTCYTCTBYIOT
CruBeHca- ClIeAyIOIUM 00pa- | mamyJie3Hasi Chlllb, | JIEKapCTB
JxoHCcOHA 30BaHHEM KPOBO- THOWHBIHN Osreda-
TOYAIIUX PO3UH, POKOHBIOHKTUBHUT,
MOKPHITEIE GUOPH- | UPUIOLMKIHT
HO3HOM TUICHKOM
Ily3sipuatka [Ty3e1pu ¢ 06pazo- | [ly3bipu Ha KOXKe CumnToMm AKaHTOUTHYECKHUE
(axaHTONMUTHYE- | BaHUEM SAPKO- Huxonbckoro KJIETKH B Ma3Kax-
CcKas) KpacHbIX Majio00- oTIeyaTKax ¢ JHa
JIE3HEHHBIX 3PO3UI CBEXUX 3PO3UM
Ha CIIM3HUCTOH pTa, IpU [IUTOJIOTHYe-
HOCA, TJIOTKH, CKOM HCCIIEI0Ba-
KpacHOi kalime ry0 HUU;
IgG-ayToanTurena
NPOTHB aHTUTECHOB
MEXKKIJIETOUHOH
CBSI3BIBAIONICH CYO-
CTaHLUH
OpO3UBHO- Yame menkue mo- Opo3un u nanynsl | Yame y )keHIMH. | XapakTepHas Kap-
sI3BEHHAs OpMa | BEPXHOCTHBIC €lM- | HAa KOXKe U ciam3u- | TenaeHnus K TUHA TIPU TUCTOJO-
KPacHOTO IUIOC- | HUYHBIE WJIM MHO- | CTBIX IIOJIOBBIX Op- | CIPYIIIMPOBaH- THYECKOM U IIUTO-

KOT'O JIIIas

YKECTBEHHBIE PO-
3HH, PEXKE SI3BBI
HEMPaBHIBLHBIX
Oo4epTaHui, mo-
KpBITBIE PHOPO3-
HBIM HAJIETOM, I10-
clie ylaieHus Ko-
TOpOTO HaOIrO/1a-
€TCsl KpOBOTEYE-
HHE, 0e300JIeE3HEH-
Hble. XapaKTEepPHO
JUTUTETBHOE CYIIIe-
CTBOBaHUE APO3UH
U 513B, BOKPYT KO-
TOPBIX HA TUTIEpe-
MHUPOBaHHOM U
OTEYHOM OCHOBa-
HUU MOTYT pacrio-
JIaraThCsl THITHY-
HbIE OeJIecoBaThIC

TaHOB, yare ¢ de-
CTOHYATHIMH Kpa-
SIMH, Pa3MEpPOM OT
1 10 4-5 cM u Oo-
nee

HOMY PacIioJIoxKe-
HHIO BBEICHITTAHUN
¢ oOpa3zoBaHueM
KOJICIl, THPJISH/I,
nuHui. B 60b-
IIUHCTBE CIIy4acB
CBIITb COMPOBOX-
JaeTcs 3y/10M,
JIOKAJTU3YEeTCS
CUMMETPHYHO Ha
CrudaTeIbHBIX
MTOBEPXHOCTIX
KOHEYHOCTEMH, Ty-
JIOBUIIIE, ITOJIOBBIX
opraHax

JIOTHYCCKOM HC-
CJIICAOBAaHNH KOXXH
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TaIryJbl

MmuorodopmHas
IKCCYJaTHBHAS
apureMa

ITy3bipu BCKpbIBa-
I0TCs ¢ 00pa3oBa-
HUEM OO0JIC3HCHHBIX
3po3uid

MoneToBUAHbIE
BBICHITIAHUS Ha
KOXE€ I10 THITY THUP-
nsaa. [lo mepude-
pYH TIATEH W/WTH
OTCYHBIX ITaITyJI -
OTEYHBIA BaJIUK, a
LIEHTP DIIEMEHTA,
MTOCTETIEHHO 3ara-
nasi, MpuoopeTaeT
MUAHOTUYHBIN OT-
TEHOK (CHMIITOM
«MUIICHUY, WU
«paayXHOH 000-
JIOYKWY», WIH «ObI-
YBEro I1a3a)

CBs3b ¢ TIpHEMOM
JIEKapCTBEHHBIX
MperaparoB, rep-
MEeCBUPYCHOM UH-
dhexmueit

XapaxrtepHas Kap-
THHA MPH TUCTOJIO-
THYECKOM HCCIIe-
JIOBaHWH OHoNTaTa
KOKH

Cucmemmnvie 3a601e6an1s

CucremHas
KpacHasi BOJI-
YaHKa

BbenecoBatsie 3po-
3UPOBAHHEIE OJIAIII-
KU C HEPOBHBIMHU
KpasMu

XapakTepHoe Io-
pakeHue KOXKH —
spUTeMa CKyJI0BOM
00J1acTH, TUCKO-
HJIHBIC OYaru, re-
HepaIN30BaHHBIC
SPUTEMATO3HbIC
BBICHITTAHUS; SI3BBI
TCHUTAJINN HE Xa-

CucteMHbIe TIPO-
sIBJICHHSI (TTOpa-
KEHHE TTOYCK,
HC, cycTaBoB u
Ip.) - KpUTEPUH
nuarno3a CKB

NMMmyHONOTHMYE-
CKHUE: aHTHHYKJIe-
apHBIN paxTop,
anturena k JIHK

paKTepHBI
Cungpom Be30one3nennsie KoHbroHKTHBHT, Xpononornueckass | HLA-B27
PeiiTepa SI3BBI BO PTY ypeTpHT, OaaHuT, | CBA3b MHGEKIIUU C
apTpUT, KepaTo- HaydajuoM 3aloJe-
TepMHUS BaHUsI, OOHApy-
JKeHHUE XJIaMUIUI
WM KUIIEYHON
WHEKIIH
B3K (wame 60- | Yame oguHO4HbIE, | SI3BeHHOE mopa- Pexe nopaxenne | XapakTepHas ru-

ne3nb KpoHa,
pe’Ke Hecrenu-
(udeckuit s3-
BEHHBIN KOJIHT)

PEIUIUBEI pexe

KEHUE KUILICUYHUKA
y 100%, s13BBI Te-
HUTAJINN peaKo,
TECT NaTepPruu He
XapakTepeH

KOXXHU U IJIa3, He
XapaKTepHO —
MHC. Xapakrep-
Hasi 3H/I0CKOIINYe-
CKasi KapTHHA

CTOJIOTHYECKas
KapTHHA OMOIITaTOB
KHIICYHHUKA

Ienuakus

Penunusel Oosee
penkue

VuaiieHHbBIN 11e-
HUCTBIH CTYN C

JleGroT 3a001€eBa-
HUS B JIETCTBE,

XapaxTepHas ru-
CTOJIOTHYECKAs

PE3KHM 3armaxoM, COOTBETCTBHE KapTHHA B OMOIITa-
cTearopes KpUTEPUAM T€ CIIM3UCTOH KH-
ESPGHAN meunuka. HLA-
DQ2 u/umm DQ8
IgA-anTurena x
TKaHEBOH TpaHc-
TJII0TaMUHAa3e, K
SHIOMU3HIO
Hedunur xene- | SA3BbI MOT'YT OBITH He tunuyno Vaydiienue T1pu | AHEMUs, HU3KOE
3a/ BUTaMUHA pa3IUYHBIMU BOCTIOJTHEHUHU coJIepyKaHue Kele-
B12/ ponuepoit neduimra 3a/ putamuHa B12/
KHCIIOTHI (honmeBol KHCIOTHI
MAGIC- Tunuuneiii yig b | ¥V Bcex 38wl reHu- | IlepekpecTHbli I'ucronornyeckas
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CHUHIPOM adTO3HBIN Tamui U peuuu- (overlap) CUH- | KapTUHa, Xapak-
CTOMATHUT BUpyIOIMil monu- | ApoM bb u peuwu- | Tepuas gy bb u
XOHJIPUT, BO3MOX- | JIUBUPYIOIIETO BOCTIQJIUTEIILHBIC
HBI IPYTHE CUMII- | TIOJUXOHJIPHUTA W3MCHEHUS B I10-
ToMbl bb (mTmarHOCTHYECKHE | PaKCHHOM XPSIIe
KpUTEpUHU  JIBYX
3a00J1eBaHui1)
AyTtoBocnanu- Bonee penxue Hauvano B nerckom | Kpurepun BrisiBnenue rena,
TeNbHBIE 3200- | PEIUANBEI BO3pacTe, 3MHU30bl | COOTBETCTBYIONIE- | ACCOIMMPOBAHHOTO
neBaHus (Tiepu- (heOpmIbHOI JTH- T'0 CHHIpOMAa ¢ OOJIC3HBIO
onuueckas 0o- xopazaku 'y 100%
JIe3Hb, CHHIPOM
PFAPA, runep-
IgD)
Unghpexyuu
Ocrtpsrif Hekpo- | CtomMaTuT ¢ Bocma- | OcTpoe Havaio ¢ XapaktepHas O6HapyxeHue B
THU3HUPYIOIIUI JICHNUEM U HEeKpo- TUXOPATKON U KIIMHUYecKas COCK00€ C ToBepX-
SI3BEHHBI THH- | 30M JICCHEBBIX CO- | YBEITUYCHUEM KapTUHa HOCTH $5I13B BEpeTe-
TUBOCTOMATHT COYKOB, CEpO- PETHOHAPHBIX HOOOpa3HbIX y30-
(Bencana) 3€JICHBIA HEKPOTH- | JTUMQOY3JI0B OakTepuii u crIUpo-
YECKUI HaJleT Ha XeT
9pO3HUAX
IIpocToit Cxkorutenne Menkux | OTCyTCTByeT PemmnuBel crpym- | OGHapy)eHue B
repriec ITy3BIPHKOB C TI0- MUPOBAHHBIX KpOBH/ CITIOHE BU-
clleAyIomuM obpa- My3bIPEKOB pyca mpocToro
30BaHMEM 3pO3Uit reprieca METOIOM
TILP u aHTHITEN K
HEMY
Wudexkumonnsii | SA3BbI peiko, HET Jluxopanxka, rene- | Octpoe/ nmono- | OO0HapyKeHHUE B
MOHOHYKJIE03 pEeuanBOB panu3oBaHHAs cTpoe Hadano c | kpoBu/ cmone BOB
nuMmbaaeHONaThs, | XapaKTePHOM metojoM TP u
TOH3WLINUT, (ha- KIIMHUKO- AHTUTEN K HEMY;
PUHTUT, TenaTo- 1ab0PaTOPHOM JInmpomMoHOITTO3
CIUIEHOMET IS, KapTHHOH B KPOBH, BBISIBIIC-
TunuaHbie cUMII- HUE aTUITUYHBIX
ToMmbl bb He xa- MOHOHYKJIEApOB B
pPaKTEepHBI nepudepuIecKon
KpoBHU OoJjiee
10% co 2-3 Henenu
Cugwunuc [Tamymel, 3po3un [Nopaxenue koxu, | [lopaxkenue koxwu, | Peakus Baccep-
HEOOJBIINX pa3Me- | TeHUTAIUH, Iepra- | JIAOOpaTOpHEIC MaHa
poB, c1abo HAJILHOM 00JIacTH, | JaHHEIC
0oJIe3HEHHBIC muMbaeHONaTHS
Ocrtpas s13Ba Bonesnennrie OcTpoe Hayao ¢ XapakTtepHast IIpu 6akTeprocko-
BYJIbBBI HEKPOTHUYECKIE JTUXOPAIKOM, KJIIMHUYECKas Kap- | MU - TPamIioo-
Jlunmrotna- SI3BBI BYJIEBEI U 1TO- | 03HOOOM, 00mIeiH THHA B COYeTaHUU | kuTenbHas Bacillus
Yanuna JIOBBIX TYO, 1MO- cmabocteto. Peako | ¢ pesynbratamu crassus M Baru-

BEPXHOCTHEIE,
HMEIOT MATKOE OC-
HOBaHHE, PHIXJIbIC
TTOAPHITHIC Kpast U

CEPOBATO-XKEIITOEC

CEPO3HO-THOMHOE

oTIensIeMoe B 00-

nmactu gHa. Komm-

YECTBO 3B — OT

TP XPOHU3AIIH -
COUYETaHUE C
a)TO3HBIM CTOMa-
TUTOM M Y3JIOBaTOU
3pUTEMON

0aKTEepPHOCKOITH-
YEeCKOT0 MCCIIe0-
BaHUS OT/EIIIEMO-
T0 sA3B

HaJILHAs TajgodKa
Henepneiina
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| onHoit 10 MHOTHX | | |

3nokauwecmeennoe H06006p6130661Hu€

Pax cimmsuctoit | Coxpassromntuecs Bo3zpacr >45 ner, I'ucronoruueckoe | XapakrepHas
pra SI3BBI B TEUECHUE >6 | KypeHUE MOATBEPKICHUE TUCTOJIOTUYECKAS
HeJelnb, KpacHbIe KapTHHA

WwIkd Oellple IIsITHA
Ha CIM3UCTOH 000-
JIOYKE TIOJIOCTH pTa

Takum 00pa3om, CIU3UCTO-KOXKHBIE cUMNTOMBI bb xapakTepusyiorcs pasHoOOpazuem

KJIMHUYECKUX IMPOSBICHUN, MOTYT JUIUTENIFHO CYIIECTBOBATh M30JIMPOBAHHO, 0€3 APYrux NpH-
3HakoB bb, B cuity uero 3tu OoJsibHBIE 10JITO€ BpeMsl HAOJIIOJAI0TCSl HE PeBMATOIOraMu, a Bpa-
YaMHy APYTUX CHEUHUATbHOCTEH, YTO HEPEAKO BEAET K MO3/IHEH TUarHoCcTUKe 3a00JIeBaHMs.
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3.2 JTA3HBIE TTPOSBJIEHU A
(coBmecTHO ¢ HaydHbIM coTpyaHukoM ®I'BY «HMMUII I'b um. I'enbmromnbia" M3 PO
K.M.H. [.A. JIaBbI710BOIf)

ITopaskeHue a3 — OAUH U3 CaMbIX CEPbE3HBIX CUMITOMOB bb, KOTOpBIN MOXKET IIpUBe-
CTH K IOJIHOM IOoTepe 3peHHs Y HEKOTOPhIX 00JbHBIX. COorylacHO OonmyO0IMKOBaHHBIM JaHHBIM, Ya-
cTora mopaxkeHus a3 npu bb konebnercs or 40% mo 70% B pasHbX permonax mmpa [1-3],
cpenu 00CIIeIOBaHHBIX HAMH MariueHToB ¢ bb — 62%.

I'ma3nas cumnromaTrka y 0onpHbIX BB pazBuBaercs uvaie Ha 2-4 rony 6one3nu, Ho y 10-
20% mnanueHToB, MPEUMYIIECTBEHHO Y MYKUHH, MOXKET ObITh U MEPBbIM MPOSBIECHUEM 00JIE3HU
[4-6].

Jns Bb xapakTepeH penuIuBUPYIOUIMNA IBYCTOPOHHHUI HErpaHyJIeMaTO3HbIA YBEUT, Ya-
i€ 3aJIHUI WM reHepallu30BaHHbIN, pexxe — nepennuit (5-10%). [Ipu nopakenuu ria3 namueH-
Tl ¢ Bb npenssaBasIOT *KanoObl Ha CHIXKEHUE OCTPOTHI 3pEHHUS, «TyMaH» Mepe]] Tia3aMu, Pexe —
«MIOKpacHEeHHe» a3, horopoduto, ciezoreueHue, 601b B epuopouTanbHoil oonactu [3].

st nepeornezo yseuma (pucynok 1A, b) xapaktepHa KIMHWYECKash KApTUHA UPUTOITUKIIATA
¢ ¢uOpuHOM M/ MM TUNIONTMOHOM. ['MIonuoH, KoTopslil BeisABIsAeTCa Y 12-30% OOJBHBIX € yBEeU-
TOM, 4aCTO COYETAETCS C TSKEJIbIM MOpakeHWeM ceTyaTKu. ['Mmonuon oObIYHO MajeHbKuM (Xa-
pakTepHO A «eBporeiickoro» Bapuanta bb), odranbmockonupyercs TONBKO MPU TOHUOCKO-
MUY U «CKOJIB3KUI», T.€. MEHSIET CBOE IOJIOKEHHE MPH HAaKJIOHE rojioBbl manueHTa. [lpu Ouo-
MHUKPOCKOIHUHU (OCMOTP C IMOMOIBIO LIEJIEBOM JIaMIIbl) BBISBIIAETCS 3alIOTENIOCTh SHIAOTEIUS PO-
TOBUIbI, MBIJIEBUIHBIE NPELUIIUTATBl POTOBUIIBI, BOCIIAIUTENIbHBIE KIETKH B MEpEIHEN Kamepe,
OTEK PaTyX KH, BO3SMOKHO 00pa3oBaHME 33JHUX CHHEXUH. MeHee 4acThIMU IPOSIBICHUSMH T10-
pakeHUsl TepeHero OT/ela ria3a y OoybHbIX Bb ABIAIOTCS KOHBIOHKTHUBUT, KOHbIOHKTHUBAJIb-
HbIe adThl, CHHAPOM CYXOT'O TJla3a, SMUCKIEPHUT, CKICPUT, KEPAaTHT, OPaKEHUE BEK U IKCTpa-
OKYJISIPHBIX MBI [7]. DTH M3MEHEHHsI OOBIYHO OOpaTHMBI TIPH CBOCBPEMEHHOM Hadajie Jede-
HUSL.

Pucynox 1:

A. Ilepennuii yBeut b. 3anHne cunexuu, KkaTapakra
C TUIIOITMOHOM U MBUIEBUTHBIMHU
IPELUITUTaTaMU POTOBULIBI

Cpedunnvlil (nepughepuueckuii) yBeUT Ipu 0OOCTPEHUH Yallle Bcero mposiBisercs auddys-
HBIM TIOMYTHCHHEM CTEKJIOBHUIHOTO Tella, BOSHUKHOBEHHWEM B CTEKJIOBHIIHOM TEJ€ BOCIIAJIH-
TEJbHBIX KJIETOK, PEKE - Ma3KOB MJIU CT'YCTKOB KpOBU (pUCyHOK 2A, b). Bo3HUKHOBEHNE MEJIKUX
U KPYITHBIX KOHTJIOMEPATHBIX IUIABAIONINX IMOMYTHEHUH, B TOM YHCIIE B BHJIE «CHEXHBIX KOM-
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KOB», XapaKTEepPHO I CTUXAIOLIEr0 BOCHAIUTEIBLHOIO Ipouecca. M301MpoBaHHbIN CpeIUHHBIN
YBEUT He TUIIM4EH Ui bb, vaiie Bcero oH ABIISETCSA 4aCcThIO TCHEPATM30BAHHOIO YBEUTA.

Pucynok 2 A. IlnaBaroiiyue mnoMyTHEHHS b. Iuddy3Hoe moMyTHEHHE CTEKIOBUTHOTO
B CTEKJIOBUJTHOM TEJIE TeJna, Ma3Ku KpOBU

OboctpeHue 3aone2o ygeuma TIPOABISAETCS BO3HUKHOBEHHEM TIeMOpparuii U MSTrKoro
JKCCyJaTa Ha CeTYaTKE, OTPAKAIOIIUX OCTPBIM OKKITIO3UPYIONTUH BacKyIuT (pucyHok 2 B). Xa-
PaKTEpHO TaKX€ BO3HUKHOBEHHE MAKYJSPHOTO KUCTOBUIHOTO OTEKA, MOPAXKAIOIIETO LIEHTPaIb-
HYIO 30HYy CETYaTKH, KOTOPBIM BCcTpedaercs npuMepHo B 15% cnydaeB. Bocnanenue nucka 3pu-
TCJIIBHOT'O HCPBA — MAITWJUIAT U ONTUYECKUU HCBPUT BCTPCUAIOTCA Yy UCTBCPTU MALMCHTOB C I10-
pakeHHEM TJias.

Pucynok 2 B. 'eMopparum u MArkuii 5KCCyiaT Ha ceT4aTKe

OCHOBHOH KJIMHUYECKHUH MPU3HAK 33THET0 YBEUTA — OKKIIO3UPYIOINNA aHTHUT, OOBIYHO
COHpOBO)KI[&IOH.IHﬁCH PECTUHTOM. Tsoxenvle BAaCKYJIUTBI BBI3BIBAIOT MPAKTUYCCKHU IIOJIHYHO OK-
KITIO3MIO cOCYNI0B. PelinauBbl BocnajieHus: COCOOCTBYIOT JajbHEHIIeMy yXyAIIEHHI0 KPOBOOO-
paleHusl B CETYaTKE U 3PUTEIBHOM HEPBE, YTO NMPHUBOJUT K HEOOPATUMOMY CHIKEHHIO 3pU-
TeNbHBIX (DYHKUIMH MallMeHTa 3a CYET WIIEMHUYECKUX U3MEHEHHH B IIEHTPAIbHON 30HE CEeTYaTKU
¥ YaCTHUYHOW WJIM TMOJHOW aTpO(HH 3pUTEIHLHOrO HEpBa. DTH M3MEHEHUS MMEIOT IJIOXO0H Mpo-
THO3 JIJIs1 3pEHUSI TPU HEaJIeKBAaTHOM M 3ar03/1aj10M JieueHuH (pucyHok 2 I).

[Ipu eenepanuzosannom ygeune 0OqHOBPEMEHHO BBISBIISIIOTCS MPU3HAKU MOPAKEHUSI IBYX
u 0oJIee OTAEIIOB IJi1as3a.
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Pucynox 2 I'. O6nmutepupyromnuii HEKpOTH3UPYIOIIMI BACKYJIUT CETUATKH

Bmopuunvie ocnoscnenusn nopasxcenus enaz npu bb Brmouatot arpoduto nepudepuueckoit
YacTH CETYATKH, IeTeHEePaIlMI0 MaKYyJIbl, YACTUYHYIO WM MOJHYIO aTpO(pUIO 3pUTEIHHOTO HEPBA,
KaTapakTy, 3aJHUE€ CUHEXUHU, BTOPUUYHYIO IJIAyKOMY, PEKE — HEOBACKYJIAPU3ALNIO U OTCIOUKY
CETYATKH, apaJiny dKCTPAOKYJISIPHBIX MBI [1-3].

B auarHocTuke 3aiHEro, reHepaJu30BaHHOIO YBEUTa U OCJIOKHEHUH, CBA3aHHBIX C
MaToJIOTHEH CETYATKH, TTOMHUMO KJIACCHYECKOW o(TaTbMOCKONMMH (OCMOTpa TJIA3HOTO JHA) B
HacTosiee BpeMsi OOoJibIIOe 3HAueHHE HMEIOT (IIyopecieHTHass aHruorpadus, OmTHYecKas
korepentHast Tomorpadus (OKT) u OKT-anruorpadus, KOTOpble MO3BOJISIOT OBICTPO M TOYHO
BBISIBUTH M3MEHEHMsI, BOSHUKAIOIIHME B CETUYAaTKE U Xopuousee [3, 8, 9].

@nioopecyenmuasn aneuocpagus (DAI') npu Bb npuMeHnsieTcst 11sl BEIIBICHUS BOCTIAIN-
TENbHBIX M OKKJIIO3UPYIOLIUX COCYIUCTBIX MPOIIECCOB B 3aJHEM IOJIIOCE IJla3a, a Takke s
HaOI0IeHNs 3a 0TBeTOM Ha Tepanuio. Al mo3BonseT yTouHUTh HAJIMYKME BACKYJIUTA CETYATKH
B Cily4ae, KOrjla UMEeTCsl MOMYTHEHHE CTEKJIOBUIHOTO Tejaa U OMOMHUKPOCKOMUSI HE MO3BOJISET
OOHApYKUTh aKTUBHOE BOCHIAJICHUS CeTYaTKH. JIaHHBIM MeTO[ TaKkke moMoraet 1uddepeHupo-
BaTh COIYTCTBYIOIIMN BAaCKYJIHUT IPU OTEKE NUCKAa 3pUTEIHHOrO0 HepBa. B cTanauu akTMBHOIO
BacKynauTa npu nposeaeHun AL HaOIr01aeTCs MOBBIIEHHAS! U3BUTOCTh COCYIOB, YTOJIIICHHUE
Y OKpalllMBaHUE X CTEHOK, ITpocayrBaHue (iIroopeciierHa Yepe3 CTEHKU KaluuIsIpoOB, apTeproll
u BeH. OO0 aKTMBHOM BOCIIAJICHUU TAaK)KE CBUICTENbCTBYIOT KamuIsipHas 1upy3ust KpacuTes
Ha JIMCKe 3pUTEIbHOrO HEPBA, B MaKyJIsIpHOU 30HE U Ha nepudepuu ceTyaTku. ITH U3MEHEHUs
JIOJDKHBI pErpeccupoBaTh MPU MPUMEHEHUH MPaBMWIIBHO MOA00paHHOM Tepanuu. Croiikas nud-
(y3Has yreuka kpacurtens npu @Al Ha rIa3HOM JHE NAIMEHTOB, Y KOTOPBIX 3a00JI€BaHNUE KITH-
HUYECKU CTUXJIO M HE BBIABISETCA MPU OPTATBMOCKOIHNH, CBUJCTEILCTBYET O TEUCHUN CYOKIIH-
HHYECKOI0 BOCMAIIUTENIBHOTO npoinecca. B craguu pemuccun @A no3BossieT BU3yaIM3UpOBATh
YYaCTKH KaNWUISIpHONW Hemepy3uH, COCYAUCThIE U3MEHEHHSI U HEOBACKYIISIPU3AIUIO CETYATKH
[10] (pucynok 3 A, Bb).
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A b

Pucynok 3. TlanuniauT gucka 3puTenbHOro HepBa: A — ['mmepeMusi 1 MPOMUHEHIIMS
JUCKa 3pUTENLHOTO HepBa npu odTaneMmockonuu; b — T[umepdiroopecneHus aucka
3pUTETHLHOTO HepBa ¢ auddy3uei kpacutens Ha nmo3auen ¢gaze AT

Onmuueckas  koeepenmuas momoepagus (OKT) mmpoko uUCHONb3yeTcs s
KaUeCTBEHHOI'O U KOJMYECTBEHHOTO MOHUTOPMHIA MAaKyJspHOIO OTE€Ka U BBISBICHUS
JIETeHepaTUBHBIX M3MEHEHUN B Makyle, aTpouu Maxysbl, SMUPETHHAIBHON MeMOpaHbl WU
o0Opa3oBaHUs pa3phIBOB B 3T0i 30He [11].

OKT - aHeuoepagusi - OSTO HOBBI HEWHBA3WBHBIA  METOJ  BU3YaIH3alUH
MHUKPOLMPKYIATOPHOTO pycia (oBeanbHoi obnactu. Y mauueHtoB ¢ bb-yBeutom mpu OKT-
aHruorpauu BBISIBISETCS 3HAYUTENbHO OoJbliasi (hoBeanbHasi aBacKyJIsIpHAsl 30HA U CHUKEHHE
IUIOTHOCTH COCYJOB, OCOOEHHO B IiIyOOKOM KamwuisipHoMm cruteteHnun [9, 12]. Cpemn
HaOMI0JaeMbIX HaMU B JMHAMHKE NAIMEHTOB ¢ mnopaxeHueMm a3 y 300 yenoek Obuia
BeimosiHeHa OKT-anruorpadus, koTopas NpOAEMOHCTPUpPOBAJIA, UYTO MPOTPECCUPOBAHHE
WIIEMUN CETYATKH ACCOLUMHUPOBAIOCH C JUIMTENBHOCTHIO BOBJIEUYEHHS IJIa3, KOJIWYECTBOM
00oCTpeHuil yBenTa 3a rojl, CHUKEHHUEM OCTPOTHI 3pEHUs], BBI3BAHHOM JereHepanneil MakyJsl, a
TaK)XK€ OTCYTCTBHEM aJIeKBATHON CHUCTEMHOM IPOTHBOBOCIATUTEIBHON Tepanuu (PUCYHOK 4 A,
b).

Pucynox 4. Ha OKT-anruorpamMmmax — yBeJIHMUEHHUE IUIOMIAAN OECCOCYIAMCTON 30HBI IIEHTpallb-
HOM SIMKU NPH JUIUTEIBHOTEKYIIIEM OKKIIIO3UPYIOIEM aHTHUTE O€3 Teparuu.
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[lepBuyHOE OOpalieHue MaueHTa:
A. TIpoaomkuTenbHOCTh MopaxkeHus a3 7 jner. Octpora 3penus 0,7.
b. IIponomxurensHocTh nopaxeHus raas 12 ner. Ocrpora 3penus 0,09.

Hmmynozucmonamonoeuueckas oyenxka

['ucronaronornyeckoe HCCeAOBaHUE TMOPAXKEHHBIX TKaHEeW riaza npu bb BeisBIAET
NEPUBACKYJIUT, CONPOBOXAAIOLIMICA TOBpeKAeHneM TKaHeidl. Kak mnpaBuimo, mnepBUYHOE
MOpaKE€HWE CETYATKM W TUTMEHTHOTO JMUTenus cerdaTku orcytcrByeT [13]. Tkanum rnasa
uHpuiIbTpUpoBaHbl CD4+T-nmumporuramu, B-mumdonuramMmu U mia3mMaTidecKUMHU KIIETKAMU,
GbopMHUPYIOIMMMHU HETPaHyJIeMaTO3HOE BocmajieHne. Psii aBTOpoOB B TKaHAX TJ1a3 manueHToB ¢ bb
C AaKTUBHBIM YBEHTOM OINHCBHIBAIOT OOJMTEPHUPYIOUIMI BAaCKYJIUT, HEKPOTUIUPYIOIIHUN
aprepuoauT u guedborpom6b03 [14, 15].

Bo Bpems obocTpeHuil BHYTPUITIA3HOTO BOCHAJCHHS HEUTpOQHIbHAs HHOUIbTpaLus
IPUCYTCTBYET B TEpPEJHEM CETMEHTE B BHUJE TMIIONHOHA, B SHIOTEIMH POTOBUIIBI, PamdyXkKe,
IUIMAPHOM TeJlNe€ W COCYIUCTOH 000J0YKe, Takxke HaOJoJaeTcs MepuBacKyspHas
uHOGUIbTpanus JUM@OUTaMH W TUIa3MaTHUYeCKUMHU KieTkamu. Ha Oosiee mo3mHuX cTagusx,
[0CJI€ TIOBTOPHBIX BOCHANUTENBHBIX aTakK, HaOMoJaercs mpoiudepanus KoJIareHOBBIX
GbuOpMILI, yTONIIEHHE XOPHUOHICH, 00pa30BaHUE ITUKIMUYECKOW MEMOpaHbI M, B KOHEUHOM UTOTE,
THIIOTOHUS U cyOarpodus rnazHoro sbmoka [16]. Backymur pasBuBaeTcss M B cocynax
3pUTEIBHOTO HEpBa, BBI3bIBAas MIIEMUIO, NPUBOIAIIYI0 K IIOJHOM M HEMOJHOM arpoduun
3putensHoro Hepsa [17]. Ilpu BB Moryt HaGmonaThCsi OKKIIO3UPYIOIIUN BaCKYJIUT CETYaTKH,
HapylleHue nepPy3uu 1 3armycTeBaHue KanuIsipoB, IPUBOSIIEE K PEMOJEIUPOBAHHUIO COCYI0B
U HeoBacKyisipuzanuu [ 18].
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3.3 CYCTABHBIE ITPOABJIEHU A

Cycrasnsle nposiBiienust bb, npeacraBnennsle apmpumamu u apmpaneusmu, BCTpEYaroT-
csay 16-84%, B cpennem — y 50% manuenTos [1, 2]. Okono 10% nanueHToB MOT'yT UMETH TOJIb-
KO CyCTaBHBIE MIPOsBIICHUS B AeOroTe 3aboneBanus [2]. Cpenu oOcienoBanHbix Hamu S60 marm-
eHToB 367 (65,5%) umenu nopaxeHue CycTaBoB: apTpuThl — 243 (43,4%), TONBKO apTpairuu —
135 (24,1%).

Kaxk npaBuio, HaOm01aeTCA acumMmempuutblit MOHO- Ul oaueoapmpum [3], HO YUCI0 U
XapakTep MOPaXEHHBIX CYCTaBOB MOT'YT BapbHpPOBAThCS B 3aBUCUMOCTH OT 3THUYECKOM NMpPUHA-
nesxxHoctr 6onpHBIX. [To MmueHuto C. Barnes [4], B ipoiiecc MOTyT BOBJIEKaThCs 10 6 U Oojee cy-
CTaBOB.

Haubonee yacto mopaxaroTcsi KoneHHble, 20/leHOCONHble, Iy4e3ansicmuble U JI0Kmesble
cycmasul, pexe MelKue cyctaBbl kucTei. [linedeBbie U Ta300eIpeHHbBIE CYCTaBbl BOBIIEKAIOTCS
Kpaiine penko [5]. B nurepaType onucaHbl ciiydan UIIEMHUYECKOTO HEKPO3a TOJIOBOK O€IPEHHBIX
Kocrel [6, 7]. [lonararoT, 4TO TaHHBIN MPOIECC, CKOPEE BCETO, SIBISETCS CJIECICTBUEM OKKIIIO3UU
COCYZIOB, NMMUTAIOILIUX TOJIOBKY Oe/pa, HO He MCKIII0YaeTcsl U BIusHUE Bbicokux 103 ['K, Hepenko
UCTIONIBb3YeMbIX Y 00nbHBIX npH nopaxenuu rina3 u LIHC. Onucansl cnydan bb ¢ n3zonuposan-
HBIM MOPa)KEHHUEM CYCTaBOB MEPBOT0 Malblia CTOIMbBI [0 THUIY MCEBIONOAArPUYECKOro apTpuTa
[8].

HekoTtopoe BpeMs Hazaa B nuTEpaType aKTUBHO OOCYXKIaJICSd BOIPOC O BCTPEUAEMOCTH
cakpounuuma 'y 60apHbIX bb. OHU aBTOPBI BRISABISUINA BBICOKYIO €0 4acToTy (10 63%), npyrue
— otcyrctBue TakoBo [9-11]. B 1974 r. J. Moll u coasrt. [12] BnepBbie MpeaIoKUIn TEPMUH
«CcepoHeraTHBHbIE CIOHAUI0APTPUTH (CHA) /uis 0603HaUYeHUs TPYIIBI 3a00JIeBaHUM CO CXO-
KUMU KJIMHUYECKUMHU, PEHTT€HOJIOTHYECKMMH U TeHeTUYECKUMU Mpu3HaKkaMu, 1 bb Takke Obuta
otHeceHa k CnA. IlomuepkuBas HekoTopyto oOuHOCTs CA U BB, HEKOTOpBIE aBTOPHI OMHUCHI-
Banmu coueranne bb ¢ AC, B wacTHOCTH pa0oTa, BBIOJTHEHHAS TIPU COTPYAHHYECTBE 27 CTpaH,
BbIsIBUIIA, 4yTO 1,9% nanuenTos ¢ bb oreeuatot Taxke kputepusim AC [13]. Cpeau nanueHTos ¢
bb, Habmogaromuxcs B HallleM WHCTUTYTE, YacToTa akchabHoro CrnA taxke 6su1a 1,9% (9 u3
470) [14]. B 6onee mo3aqHUX, B TOM YHCIIE KOHTPOJIUPYEMBIX, HCCIEJOBAHUAX HE ObUIO BBISBIIC-
HO JI0OKa3aTeIbCTB YaCTOM BCTPEUaeMOCTH CakpominuTa y 0onbHbIX bb, a yacTora HocuTensCcTBa
HLA-B27 y Gonbubix Bb He oTinyaercs oT nomymsiuoHHoro ypoBHs [15-19]. Bo3moxHo, pas-
JUYHbIE JaHHBIE 10 YacTOTE CAaKPOWJIMUTA CBSI3aHBl C BapHaOEIbHOCTHIO OIIEHKU COCTOSHUS
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KPECTIIOBO-TIOJB3/I0IIHBIX COWIEHEHUH IO PEHTrE€HOIpaMMaM, MPUMEHEHUEM pa3INYHbIX AHua-
THOCTUYECKUX KpUTepueB i bb, pa3auuHbIMU KIMHUYECKUMH (EHOTUIIAMHU, ITHUYECKOI MpH-
HA/JICKHOCTRIO 00CIeyeMbIX Tpynn 0onpHBIX [18]. B 4acTHOCTH, 4acToTa CaKpOUITUUTA CPEIr
6onbHBIX BB ¢ akne u aptputoMm coctaBuia 20%, a y narnueHToB 0e3 aptpura — 7%, B TO Bpems
KaK B IPYIIax CPABHEHUS CAaKPOMIIMUT ObLI BBIsABICH y 25% maruentoB ¢ PA u 100% - AC [20].
[Tpu 3Tom y 6onpHBIX BB ¢ cakpomnuuTom He ObUIO BBISIBICHO acCOLUAIUU C TO3UTUBHOCTHIO
no HLA-B27. CornacHo 1aHHBIM HEKOTOPBIX aBTOPOB, cpenu 0oabHBIX Bb ¢ aprputamu u akue
yaiie, 4YeM y MalieHToB 0e3 apTPUTOB, BBIABIAIOTCSA dHTe3onaThu (69% mpotus 26%) [21]. OTa
accolpanus YHTE30MaTUU C aKHE M apTPUTOM IOATBEP)KIAET TO, YTO OAHUM M3 MAaTOreHETHYe-
CKHUX MEXaHU3MOB, JIeXallux B ocHOBe bb, MoxkeT ObITh MeXaHU3M, aHAJIOTUYHBIA TaKOBOMY
IpU PEaKTUBHOM apTpuUTe, CBI3aHHOM C akHe. TakuM o0pa3oM, B HACTOSIIEE BPEMS TUCKYCCHUs
10 HO30JIOTMYECKOM NMpuHamiexxHoctu bb no cyru 3akpsita, u bb ceroans paccmarpuBaeTcst B
paMKax CUCTEMHOI'0 BacKyJuTa, a He cepoHeraTuBHoro CoA.

IIpooonscumenvrocms cycmasroz2o cunopoma nipu bb 00bIYHO He TPEBBINIAET ABYX Me-
CSIIIEB, JIMILB B PEIKUX CIy4asX MPOIECC 3aTAruBaeTcs 10 3-4 MecsIeB U 1axe MOXKeT mpuoope-
TaTh XPOHUYECKHI XapakTep. Y psiia MalueHTOB HaOII0aeTCsl yTPEHHsS! CKOBAHHOCTh B CyCTa-
Bax, IPOJIOJIKUTEIBHOCTh KOTOPOi, KaK IpaBuiio, He npeBbimaeT 30 MuHyT [4].

BonbmMHCTBO aBTOPOB yKa3bIBalOT Ha PEIKOCTh 3PO3UPOBAHHUS CYCTABHBIX MOBEPXHO-
cTel u popmupoBanus nepopmanuii cyctaBos y 6omabHbIX Bb [22, 23].

Cunoguanvhas sxHcuoxocmo, TONyYeHHas U3 cycTaBa 001bHBIX BB, nmeer BocmamuTens-
HBII XapaKTep, KOIMYECTBO KJIETOK B Heil konebnercs ot 5000 g0 50000 mm® ¢ mpeobnaganuem
HeliTpoduinos. HecMoTpst Ha 60JbIIO€ KOJTUYECTBO KIETOK, MYLIMHOBBIM CIYCTOK OOBIYHO XOpO-
M, YpOBEHb KOMILJIEMEHTA MOBBIIIEH [4, 24].

l'ucmonamonozuueckue uzmeneHus cunosuanvrol obonrouky npu bb HocaT Hecnenupu-
yeckui xapaktep. [Ipu CHHOBUTE MOpa’kaeTcsl MOBEPXHOCTHAS 30HA CHHOBUAIBHON 00O0JIOYKU
0e3 perIMKaluy CUHOBUAJIBHBIX KJIETOK U MHWIBTPALUK MOIUMOPPOHYKICAPHBIMH JICHKOIIH-
TamMu 1 TuMoruTamu [25].
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3.4 IIOPAXXEHUME XEJIY JOYHO-KNIIEYHOI'O TPAKTA

ITopaxenue )XKKT npu bb BcTpeyaeTcs OTHOCUTENBHO PENKO, HO MOXKET UMETh CEPbE3-
HbIE OCJIOKHEHHUA. Tak, nepdopanus 3B KMILIEYHUKA MOXKET MMPUBECTH K JieTaJbHOMY Hcxoay [1,
2].

Yacrora maronoruu JXKT, kak u npyrux cumntoMoB bb, konebiercs B MUpOKUX mpejie-
JaxX B pa3MYHBIX pernoHax mupa: eciu B Snonun u Kopee ogHa TpeTh OOTBHBIX UMEET CHMII-
tombl opaxkeHus JKKT, To B crpanax Oacceiitna Cpenu3eMHOTO MOpsi, BKiIrodas Typuuio, U B
ctpanax EBpombl monst 60mpHBIX ¢ cumnToMamu BoBiedeHus JKKT 3HaUMTENbHO MEHBINE — CO-
otBeTcBeHHO 1-2% u 5-20% [3]. Ctonb Gonbline pa3iuuus B 4aCTOTE HE BCeraa 00YCIIOBICHBI
OTHUYECKON IPUHAJICKHOCTBIO IMALMEHTOB. JlaHHBIE O 4YacTOM BCTPEYAEMOCTU IOPAXKEHUU
KKT npu Bb, B mepByto ouepenp, MOCTyMarOT OT TaCTPOIHTEPOJIOTOB, K KOTOPBIM Halie oopa-
HIAI0TCA 32 MOMOILBIO 3TU NanueHThl. Kpome Toro, ans nocraHoBku AuarHosza bb B paznuunbix
CTpaHax JOJIIME roJibl UCIOIb30BAINCHh PA3HbIE TUArHOCTUYECKE KPUTEPUHU, B YACTHOCTH, ITOpa-
xenue KKT sBasercs oaHUM U3 JUArHOCTUYECKUX KPUTEPUEB, UCIIONIB3YEMBIX B SIMOHMM, YTO
MO3BOJIIET BpauaM daiie npuderatb K MHCTPYMEHTAJIbHBIM METOJIaM JUAarHOCTUKH U AMArHO-
ctupoBaTh bb B ciopHbIX ciydasx. OueHb MHOTHE MCCIIEIOBATENN TUAarHOCTUPYIOT MOpaXKEHUE
KKT npu bb, ucxoast TOnpKO M3 KIMHUYECKUX CUMIITOMOB, HE TpuOeras K 3HJIOCKOMNYECKUM
Meroaam. C Apyroi CTOpOHbI, MHOTHE MajlocUMNITOMHbIE ciiyyan nopaxkenust XKKT ocratorcs He
YUTEHHBIMH, (UKCHUPYIOTCS TOJBKO BAapUaHTHI, NMPOTEKAIOIIME C BBHIPAKEHHBIM BOCIMAJICHUEM,
MHOKECTBEHHBIMU SI3BaMHU U KPOBOTEUYECHHEM. JlaHHBIE O YAaCTOTE MOPAKECHUS KUIIICUHUKA B HE-
KOTOPBIX CTpaHax MpUBeAeHbI B TabuIe 1.

Ta6muma 1. Yactora mopakeHus: kumeuyHuka npu bb B HekoToOphIX pernoHax Mupa

ABTOD, TOZ, Crpana Yucio o6cie- | YacToTra mopakeHus
JOBaHHBIX, (N) | KUIIEYHHKA, %o

Shimizu T. 1979 [!] Anonus - 60
Jankowski J, 1992 [4] BenukoOpuTanus 114 40
Kobayashi T, 2012 1] Slnonus 135 37
Kobayashi T, 2012 % CIOA 634 34
El Menyawi M.M, 2009 ¢! Eruner 35 19
Olivieri I, 2013 /] Wramus 11 18
Zhang Z, 2012 8 Kurait 334 17
Madanat W, 2003 1! Wopnanus 295 12,5
Gharibdoost F, 1998 [10] Upan 2176 12,2
Jurdakul S, 1996 ['!] Typuus - 12
Bonitsis N.G., 2015 12! I'epmanus 747 11,5
Kim H. et al., 1988 [13] Kopes 410 10,2
Kim D.Y, 2014 (14 Kopest 3674 8
Ward E. et al., 2002 [13] CIIOA 164 8
Davatchi F, 2016 [ Wpan 7187 7
Neves F.S, 2009 [17] Bpazunus 106 6,6
Singal A, 2013 18] WNnus 29 3,4
Tursen U. et al., 2003 '] Typuus 2313 1,4
Rodriguez-Carballeira M, 2014 1?1 | Hcnanus 496 1,4
Hatemi I, 2016 B! Typuus 8763 0,8
Mohammad A, 2013 2! [IBerus 40 0
Chaiek T, 1975 1% W3pannp 41 0
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Cpenu 560 obcnenoBanHbIX Hamu nareHToB ¢ bb mopaxenue XXKT, noarsep:xieHHOE
MHCTPYMEHTAJILHBIMHU MeTo/1aMu oOcieioBaHus, BoisiBiieHO y 104 (18,6%).

Knunuueckas kapmuna

Cuuraercs, uro npu bb XKKT BoBnekaerca yepe3 4,5 — 6 €T OT MOMEHTA MOSIBJICHUS
apTo3HOTO cToMaTuTa, damie nocie 40 ner, ogHako B SAnonun y nereit ¢ bb nopaxenue KKT
BBISIBIISIOCH Yallle, 4eM y B3pocibiX [2, 23]. CooTHOIIEHNE MYXYHH U KEHITUH y 001pHBIX Bb ¢
nopaxkenuem XKKT cocrasnsier 1:1 [19].

Cumnromsl nopakenus XKKT BapbupyroTCsS OT HE3HAYUTEIBHOTO AUCKOMGBOpPMa B KUBO-
TE JI0 TSDKEJBIX MPOSBICHUN — KpOBOTeUEHUs, pucTyIsl, nepdoparuu. Hanbonee yacroe nposis-
nenue — 60ab B xkuBoTe (87%), compoBoxkaromasics nuapeei (48%), kpoBoteueHueM (42%),
TOIIHOTOM, pBOTOMH, motepeii Beca [1-3]. Ilo nanubim Y.S. Jung [24] nepdoparus s3B BOZMOXKHA
y 12,7%, popmupoBanue ducrynsl —y 7,6%, ctpuktypsl —y 7,2% u abcliecca KUIIEYHUKA — Y
3,3% marnueHTOoB.

Bosneuenne )KKT npu Bb MoxeT nposiBUTHCS Ha JTI000M YPOBHE — OT POTOBOM TOJIOCTH
1o anyca. OHaKo OONBIIMHCTBO MCCIIEA0BATENCH CXOAATCS BO MHEHHH O TOM, YTO IIPEUMYIIe-
ctBeHHOM Jokanm3aruei mopaxeHus: JXKT npu Bb siBisieTcss TOHKUH KUIIEYHUK, OCOOCHHO €ro
TePMHUHAIBHBIA OTAEN, ¥ TOJCTHIN KUIIEYHUK, B TIEPBYIO OUepelb, Ciemasi KUIIKa, Jalle mopa-
JKaeTcsi UMEHHO WieoneKanbHbIil otaen (61-96%). Ipsamas xumka (1%), kak u numeson (2-
11%), BoBnekatoTcst peako. OHAKO SI3BBI MUIIEBOAA, YAIIE - B CPEIHEM, PEXE - B MUIIOpHUYE-
CKOM OT/eJie, MOTYT NMPUBECTH K (POPMHUPOBAHUIO CTEHO3a WIIA CTPUKTYPHI MUILEBOMA, TPEOYIO-
IIMX ONEPAaTUBHOIO BMelIaTenbcTBa [25]. JloCTaTOUHO BBHICOKYIO YaCTOTY MOPAKEHUS TUIIEBOAA
npu bb npusBoasT M. Houman u coaBt. [26], KOTOpbIE NPHU SHIOCKOMMYECKOM U MOHOMETpHUYE-
CKOM HccieqoBaHuu y 14 u3 23 GoJbHBIX OOHAPYXKHUIIM T€ WM MHBIE U3MEHEHHS CO CTOPOHBI
nunieBoga. [loguepkuBaercs, yTo Mopa)xxeHHe MUIIEBOJIa MOXKET ObITh aCUMIITOMHBIM. DpPO3UB-
HO-SI3BEHHOE MOPaKEHUE KellyaKa U 12-nepCcTHOM KUIIKH, 10 HEKOTOPBIM JTAHHBIM, BBISBIISETCS
y 43% 6onbubIX bb [2, 3, 27].

Jns Bb xapakrepHo ouaroBoe nopaxenue JKKT — s3Bb1 eauHuunble (67%) 1 MHOXe-
ctBeHHbIE (27%). IlonucermentapHoe u auddys3Hoe nopaxeHue kumeunuka npu bb Bcrpeuaer-
cst penko (6%). 85% manueHToB UMEIOT MEeHee O 3B OMHOBPEMEHHO. Y 76% OOIBHBIX S3BBI 00-
aee 1 cm B auamerpe, B cpeaneM 2,9 cM. Tunuunbl kpyribsle U oBayibHble (77%), TiyOoKkue
(68%) s13BHI [2, 3].

OcHoBBIBasiCh Ha XapakTepucTuke BoisiBIIeHHBIX 513B J.H. Cheon u coaBt. [28] nmpennoxu-
JM aITOPUTM JUArHOCTHKH KumedHor popmel bBb (pucynok 1):

AJIrOpHTM AHATHOCTHKH KMIIeuHoi dopmel bb
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Pucynox 1. Anroput™m quarHocTuky KumedHou ¢popmel bb [28]



Jlabopamopnas u uncmpymeHmanoHas OUa2HOCMUKA

[Topaxxenne XKKT mpu Bb He acconumpyercs ¢ moBbimeHrneM C-peakTHBHOTO Oejka
(CPB) u yBenuueHneM CKOpoCTH ocefanus sputporuutoB (COD). YBenuueHue 3Tux jgadoparop-
HBIX moka3areseil mpu nopaxenun KKT MOXeT CBUIETENHCTBOBATh 00 OCIOKHEHUAX — (POPMHU-
POBaHUU CTPUKTYpPHI, HUCTYIIBI, abcuecca win nepdopanuu kumeyHuka. Kpome Toro, nossiie-
HUE JaHHBIX MapkepoB Oonee xapaktepHo st 6o1e3nn Kpona (BK), 4yto Moxket ObITh moJe3H-
HOU MH(popMaLuel npu npoBeaeHNH U PepeHIMaTbHON TMarHOCTUKY IBYX 3a00meBanuii [29].
Crnernuduuecknii 1a00paTOPHBIA MapKep, KOTOPBIA TOYHO oTpakaeT BoBieueHue KKT y 6oib-
HbiX bb, eme mpeacTouT HaWTH. DBbIIO BBICKA3aHO NPEAIOIOKEHHUE, YTO AHTUTENA MPOTHUB
Saccharomyces cerevisiae (ASCA), nu3BectHbie B kadyectBe mapkepa BK [30], takxe moryt
orpenenaTbes y naueHToB ¢ bb, ocodbenno B cmyuae BoBieuenust JKKT [31-33]. C apyroii cro-
POHBI, TYOEpKyJIe3 KHUIICYHHKA TAKKE MOXKET aCCOIMUPOBATHCSA C BBICOKMM ypoBHeM ASCA
[33]. g GONbIIMHCTBA MAMEHTOB ¢ 00OCTpeHueM KuiiedHoil ¢opmbl Bb xapakTepHo MOBBI-
HIEHHE YPOBHS (EKaJTbHOTO KaJbIIPOTEKTHHA.

Bo Bcex ciyuasix nogo3penus Ha nopaxenue XKKT y 6onbubix Bb Heobxoauma Bepudu-
Kamus ¢ MOMOIIBIO IHAOCKOIMMYECKHUX METOAOB (330(haro-racTpo-ayoJeHOCKOMNHs/ KOJIOHOCKO-
nus) u/ unu kommbroTepHoi Tomorpaduu (KT)/ marautHO-pe3onancHoit Tomorpaduu (MPT) ¢
KOHTPACTHBIM YCHJIEHUEM.

B nocnennee BpeMst mosiBisieTcst Bce OOJIbIIE COOOIICHHU 0 BO3MOKHOCTH BEPHUPUITUPO-
BAaHUS BOCHMAIUTENHHOTO TTopakeHusa kumeyHuka npu B3K u Bb ¢ momomnipio ynbTpa3ByKoBOIro
uccnenoBanus (Y3W). [ aTux neneit npumeHstor tpancadagomunansHoe Y3U (upeckoxkHoe) U
yIbTPa3BYKOBYIO UPPUTOCKOIHNI0. UyBCTBUTEIBHOCTD M CHEU(PUUYHOCTh JAHHOTO METO/a COIO-
CTaBMMa C COOTBETCTBYIOIIMMH MTOKA3aTENISIMU PEHTI€HOJIOTUUYECKUX M IHJOCKOMMYECKUX METO-
noB nipu B3K [34-37]. Y3U ¢ ucnonp3oBanueMm aomnruieporpaduu B SHEPTETUUECKOM PEKHUME
MPUMEHSIETCS KaK JUIs YTOYHEHUS JIOKATU3allii BOCIIATUTEIBHOTO MpoIlecca B TOJICTONH U TOH-
KOM KHIIIKE, TaK W JJIsl OLIEHKA aKTUBHOCTU BocnajieHust He Tojbko npu B3K, Ho u ipu bb. I1pu
9TOM Ba)XKHO yYUTHIBATH HE TOJHKO HATMYHME MATOJOTHYECKOW BACKYISPU3ALHUUA U TOJNIIUHY KH-
HIEYHOM CTEHKH, HO U €€ CTPYKTYpY. B oTiauune oT 3HAOCKONUYECKOTO U PEHTI€HOJIOTHUECKOTO
METOJIOB TUAarHOCTUKH MOBTOpHBIE Y3 He orpaHUyYeHbI, TOCKOJIbKY 0€30MacHbI JJIs MalUeHTa.

T'ucmonamonozuueckas Kapmuna

[TaTOrHOMOHUYHBIX THUCTOMATOJIOTHYECKUX TMPU3HAKOB, XApPaKTEPHBIX IS KUIICUHOM
dbopmbl Bb He cymecTByeT. AHanu3 OnonTaroB KuiedyHUKa pu bb cBuaeTenscTByOT 0 Hecrie-
MU(UISCKUX U3MEHEHUSX: B MOJCIU3UCTOM CJI0€ — MEPUKANLISPHAS U TEPUBCHYISIpHAS HH-
bunbTpanus, yroiieHue HHTUMBI U KJIETOUYHAas MHQUIbTpaLMs B cocynax BOKpYyT s3B. [Ipu uc-
CJIEZIOBAaHUM AayTOIICUIHOrO Marepuana ot 0onpHBIX BB 00HapyKeHBI OKKIIIO3MU apTepuil U BeH
masoro kammopa [1-3]. S.Yurdakul u coaBt. [11] cpaBHMIM OHONITATHI MPSMOM KUIIIKK 75 marm-
eHTOB ¢ bb 1 47 - KOHTPOJIbHOM TPYMIIbI, CpeI KOTOPhIX ObUIH 29 YenoBek — ¢ HepOTUIECKUM
cuHIpoMOM, 8 — PA, 7 — ceMelHOM cpeln3eMHOMOPCKOM uxopaakou, 4 - AC, 14 — si3BeHHbIM
KosiuToM. OIEHHBAIMCh CIEAYIOUIME IOKa3aTeNu: ACCTPYKIUS IOBEPXHOCTHOTO SIHUTEIHS,
nuMdorazManuTapaas HHOUIbTPALKs, TOJIUMOPGHOHYKIeapHast HHPUIbTPAIS, YMEHBIIICHHE
KyOOBUIHBIX KJIETOK, YMEHbBIIIEHUE KPUMT. [JOCTOBEPHBIX pa3iuuuii MEXIy TpyIaMu MalieH-
TOB MO BBIIICHa3BaHHBIM TOKa3aTeNIAM IOJY4eHO He Obu1o. ['McTOonOrHMYeckue McciaenoBaHus
nunieBoga 13 GoneHbX Bb mo ganasiM M. Houman u coaBt. [26] Takke CBHIETEIBCTBYIOT O
HEeCTenU(PUIECKOM BOCTIAJICHUH C MPEUMYIIIECTBEHHO HEUTPODUIbHON HHPUIBTpAIUEH.

Y. Yazici u coaBrt. [38] npemararoT BBLACTATH J1Ba BapuaHTa MOP(HOIOTUUECKUX H3Me-
HEHUH, aCCOIMMUPYIOMIUXCS C KUIICUHBIMU TIposiBiieHusiMU Bb: 1) HelitpodunbHbIid hreduT, Ko-
TOPBIA MPUBOJIUT K BOCTIAJICHUIO CIM3UCTON 0OOJIOYKH M 00pa30BAHMUIO 53B; 2) BACKYIUT KPYTI-
HBIX COCY/IOB (B YaCTHOCTU OPBDKEECUHBIX apTepHii), 00yCIOBINBAIOIINKN UIIIEMHIO KUIIICYHUKA U
uHdpapkT. IMeHHO nocneaHnii 00bsICHIET TPEUMYIIECTBEHHYIO JOKAIH3AIHI0 BOCHAINTEIIEHOTO
MpoIecca B TOIIEH M MOAB3I0OUTHON KUIIKE.
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Huppepenyuanvnasn ouaznocmuxa nopasxicenus kuueyHuxa npu bb

Ha cnoxxnocts nuddepeHnmanbHOi THarHOCTHKH TTOpaKeHUs KuiedHuka rnpu bb yka-
3BIBAIOT MHOTHE aBTOpHI [2, 10, 13, 29]. B nepByro ouepenb, 3To kKacaetcst AU PepeHnanbHOro
nuarHo3a bb ¢ BK u apyrumu B3K, nHeknnoHHbIME HTEpONATUAMH, TyOCpPKYJIE3HBIM MTOpa-
KEHUEM KUIICUYHUKA, SHTEPONATUSIMH, 0O0YCIOBICHHBIMH JTUTEIBHBIM IPUEMOM HECTEPOHTHBIX
npoTuBoBociauTeNbHbIX npenapatos (HIIBIT), HoBooOpa3zoBaHUMH KUIICUHUKA.

OcHoBHbIE OTIMYMS KHIIeYHBIX nposiBieHnit bb u BK npeacrapnensr B Tabnuie 2.

Tabnuua 2. luddepennmanbaas [uarHocTuka KumedHsix nposisienuit bb u BK [2, 39]

XapakTepuCTUKN bonesnp Kpona bonesns bexuera
Otnomenne M:2K M<K M > XK
Buexuweunvie
NPOSIGAEHUSL:
e adTO3HBII CTOMATUT 20% 100%
e  S3BBI TCHUTAJIHUI 4% 95%
e  y3jI0BaTas dpUTEMa 2-10% 50%
e aprpur 5% 20-60%
®  BCHO3HBIE TPOMOO3BI <1% 15'400?
e TIOpa)X€HUE apTepuil He j(ap aKTCPHO I'IQ)A) .
o  IOpANKEHHE Ia3 3-6% (wame wmpuT, snuckie- | 45-60% (qavme 3aJHHl/ TeHepa-
e  nopaxcune [THC puT) JIN30BAHHBIN YBEUT)
<1% 5-30%
e 0o0mmMe CHUMIOTOMBI (JTUXOpajKa,
9acTo penko
0011 B )KUBOTE)
Kuweunvie nposignenus:
e nopaxkeHwe wuieonekainbHoro or- | 40-60% 50-90%
nena
e  MOpaXkKeHHe MPAMOM KUIIKH 10% <1%
e TOpaXKEHHE BEPXHMX OTJACIOB | /0 1%
KKT
Topascenue nepuananvrol obaacmu
(CBUINM, TPEIIHBI) 10-15% 1%
Ocnooicnenus:
nepdopanuu/ CTPUKTYPBI/ CBHUIIH 2%/ 20-30%/ 17% | 25-50%/ 5-10%/ 8%
a0cIecChl TunudHoe MposIBICHUE He TummyHO, HO BEpOSATHO
0oJsie3Hu
Ceponocuueckue mapxepol:
e amrurena K  caxapommuneram | 41-76% 28-49%
npoxcxkeit (ASCA) (IgA u IgG)
e aHTHUTENA K 0-3HONa3e IgM 50% 67,5%
T'envt cucmemor HLA HLA-B27, HLA-BS, HLA-B5(51), A10 (26)
HLA-DR2
Duoockonuyeckas kapmuua Heonnoponusie, mpomosb- | SI3BBI TIyOOKHE, KPYTJIbIe HWIIH

HBIC S3BBI TI0 TUIY «OYJBIK-
HOM MOCTOBOI», pexe — IO
THy ar.

CermeHtapHeiii wnm  aug-
(Gy3HBI XapakTep MoOpaxe-
HUA

OBAILHBIC C IPEPHIBUCTHIMH
MPUITOAHATEIMY Kpasmu, > 1 cMm
B auamerpe. AQThl HE THITHY-
HEL

OuaroBoe mopakeHue, 0OBIYHO
< 5 a3B.

Ilamozenomonuunvle
cucmonamaoJjiocuiecKkue USMeHerus

Hekazeosnas (HE HEKpPOTH-
3UPYIOMIAs) SMUTSITUONTHAS
rpanynema (y 30%)

Hecnemmduaeckuit HEHTPO-
¢uIbHBIN WK MMM OLUTAPHBII
(bedut ¢/ 6e3 aopTHTa
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Kak Bugno u3 tabmuusl 2, B otnuune oT bK npu bBb 3HaunTensHo yamie BeTpedaroTes
pa3IuYHbIEe BHEKHUIIEYHbIE IPOSBICHUS, B IEPBYIO OUEpeb, PELUIUBUPYIOMNN aQTO3HBIN CTO-
MaTUT, A3Bbl T€HUTAINM, MOpaKeHUE KOXKHU, CycTaBoB, Iia3. [lopaxenue rnaz npu BK uamre
MIPEACTABICHO MEPEIHUM YBEUTOM U 3MUCKIEPUTOM, Ipu bb — 3aqHuM Win reHepann3oBaHHbIN
yBeutoM. Boeneuenne IIHC u cocynos miia BK ne xapakrepno. IIpu bb 3HauntensHo pexe no-
paxaeTcs mpsiMasi KMILKa, peKe BCTPEUYAIOTCS CTPUKTYPHI U CBUIIM KHUIIEYHUKA U HE TUIIHYHO
pa3BuTHe aldcrieccoB. AHTUTENA K CaXapOMHULIETaM JIPOXOKEH HECKOIBKO Yallle BBISBIAIOTCS MPH
BK. Drnockonuueckas kaptuHa npu bb yare mpeicraBieHa o4aroBo pacroioKeHHBIMHU T1y00-
KUMH, KPYIJIBIMA WJIM OBaJbHBIMU C IPEPHIBUCTHIMU MPUIOIHATHIMU KpasMH si3BaMu > 1 cM B
JTMaMeTpe, PEIKO OJTHOBPEMEHHO MOTYT BBIABIATHCS Oosee 5 s13B. J{ns BK xapakrepen cermen-
TapHBIA WU JUQQY3HBIA XapakTep MOpakeHus, s13Bbl HEOAHOPOAHBIE, IPOOITOBATHIE IO TUITY
«OymBpDKHOM MocTOBOIY. ['ucTonmaronornuecku st bb xapakrepen HecrienupuyecKuii HEUTPO-
¢GmbHBINA WK TuMdouuTapHbIi (haeduT ¢/ 6e3 aoptuta, 1 BK — Heka3zeo3Has sMUTEIMONIHAS
rpanyiema [2].

Jpyrue 0ose3HN KUIIEYHUKA, C KOTOPBIMU MPUXOAUTCS MPOBOAUTH AU hepeHInanbHbINA
IuarHo3 — 9To Hecnenuduueckuit s;3seHHbIA KomuT (HAK), 6one3ns Yumria.

HAK — xponndeckoe 3a00JieBaHUE BOCIIATUTEILHON MPUPOABI, XapaKTePU3YIOIIeecs s3-
BEHHO-JIECTPYKTUBHBIMH M3MEHEHUSAMHU NPSIMON U 000109HOM KUIIOK. OOHIIMMH CUMITOMAMHU C
Bb sBnsiores: apTpuThl, nopakenue rias, guedutsl. [Ipu HAK yBeut uamie nBycTopoHHUH, ne-
penuuii, accoruupyercsi ¢ HLA B27 anturenom.

Fbonesnv Yunnna — cucteMHoe MHPEKIIMOHHOE 3a00J€BaHUE TOHKON KHIIKH, OCHOBHBIC
CUMIOTOMBI KOTOPOTO — 3HTEPONaTHsl, apTpalrus, MOJIMCEPO3UT, MOpakeHue ria3 (IepenHui,
3alHUN YBEUT) U HEBPOJIOTMYECKUE HapylIeHUs. /[narHo3 cTaBUTCA HA OCHOBAHUU I'MCTOJIOTH-
YECKOT0 MCCIEA0BAHUS CIU3UCTON 000JI0YKHA TOHKOM KUIIKH - MTOCTIIYKOBUYHOT'O OT/IEJIa IBeHa-
JIIATUTIEPCTHON KHUIIKKA (MIPH 3JIEKTPOHHONW MMKPOCKONMHUHM OHonTaTta OOHAPYXKHUBAIOT MEIKHE
TPaMIIOJIOKHUTEIIbHBIC OAITUIIIIBI).

Cpenu muarHoCTUYECKUX OIMMOOK Ipu 00X B kMBOTE y O0nbHBIX bb uamie Bcero ¢u-
rypupyetr annenouyum. I1o naHHbIM HEKOTOpPBIX ucciuenoBareneil y 20% OonbHbix BB Moxer
HaOJII0aThCS CHUMITOMATHKA, HAallOMHHAIONMIAS KIMHUKY amNleHIUIMTa, YTO B psje CIIydyaeB
IPUBOJIUT K HEOOOCHOBAaHHOMY ONEpPAaTUBHOMY BMEIIATENbCTBY. B TOXe BpeMmsi M3BECTHO, YTO
i 10% namuentoB ¢ Bb u GonsiMu B j)KMBOTE XapaKTepHO pa3BUTHE MEpUANTICHIUKYISIPHOTO
abcrecca u neputonurta [13, 40].

[Tpu npoBeneHnu auQQepeHINaTBLHON TUATHOCTUKU C MYOepKYIe3HbIM NOpadiCeHuem
KUeyHuKa Hy>KHO TIOMHUTh, YTO B OTJIMYUU OT KUIIedHOH Gopmbl BB, GonbHbIE ¢ TyOepKyes3-
HBIM [TOPAKEHUEM KUIIEUYHUKA HE UMEIOT APYTUX BHEKUIIEUHBIX IPOSBICHUH, XapaKTEPHBIX AJIs
bb, HO B 50% ciiyyaeB MMEIOT AHAMHECTUYEKHNE TaHHBIE O MIEPEHECEHHOM JIETOYHOM HJIM MUJIH-
apHOM TyOepKyinese. JInxopasaka, eciau TOJIbKO OHA HE BBI3BaHA OCIIOKHEHHUSMHU MOPAKECHUS KH-
HIEYHHMKA, U HAJIMYHE 3HAYMMOW MOTEPH BeCa 3a OTHOCUTEIBHO KOPOTKHM IMPOMEKYTOK BpeMe-
HH, KaK [PaBUJIO, TOBOPST B MOJB3y TyOepKyyne3HOro nopaxenus [41]. DHmockonmuueckas Kap-
THHA TyOEpKyJIe3HOIO MOpa)kaHWs KUIIEUHUKA XapaKTEpU3yeTCs LHUPKYISIPHBIMH H30JIMPOBaH-
HBIMM OJIMHOYHBIMM MJIM MHOKECTBEHHBIMHU S13BaMM B HECKOJIBKMX pa3HbIX MecTax. Ha oTHOCH-
TEIbHO MO3AHUX CTAAUAX S3BBI MOTYT THIEPTPOPHUPOBATHCS, COXPaHAS MPU 3TOM CBOU LIUPKY-
asipHble (popmbl. MIHOTIa OHUM MOTYT NepOpUpPOBATHCA WM CHIBHO KpOBOTOYMTH. Hammuue
YTOJILEHUSI CTEHKH KUIIEYHUKA B OTHOCUTEIBHO KOPOTKOM CETMEHTE, OCOOCHHO B MIIEOIEKab-
HOU oOjactu, ¢ OonbIIed JECTPYKUHMEH CIenoi KHUIIKH, MHOXKECTBEHHBIMH YBEJINYCHHBIMU
nuMpaTtrdeckuMu y3iaamu ¢ kanpiudukanueit mpu KT cmocobcTByeT muarHocTuke Tyoepkyiesa
KueyHuka. Hamuuue rpaHyneMbl B OMONTAaTrax CIU3UCTOM OOOJIOYKH, JaKe HEKa3eO3HBIX,
BcTpeuaeTcs: B 88% ciyyaeB TyOepKyJie3a KUIIEUHHKA. B MOM03pUTENbHBIX CIy4yasX 3HIIOCKO-
nUYecKasi MyHKIHOHHAs Ouoricus KynbTypsl U [1L[P Tkaneil Ha MukoOakTepuu TyOepKyie3a Mo-
T'yT MOMOYb OOBEKTUBHO MTOCTABUTH UarHo3 [42].

HMmuTHpoBaTh nmopaxxeHne KUIIEYHUKa y 00onbHBIX BB MOryT 310KauecTBeHHBIE HOBOOO-
pa3oBaHUsl, B YaCTHOCTH s38eHHO-UuHGuivmpamusHas gopma aumpomvl KKT. Iposeneane KT
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C KOHTPACTHBIM YCHJIEHHEM U OMOIICMU HOBOOOpPA30BaHUs HEOOXOAMMO IUIsl OOJiee TOUHOU Aua-
THOCTHKH.

Hpe,Z[CTaBJIeHHBIG BBIIIC TAHHBIC HC TOJIBKO ACMOHCTPUPYIOT JUATHOCTUYCCKUC CIIOXKHO-

ctu y 6osbHBIX Bb ¢ mopaxxennem XKKT, HO U CBUACTENBCTBYIOT O TSYKECTH 3TOTO TIPOSIBICHHUSI,
BIIUSIIOIIETO HAa UCXO/IbI OOJIC3HU.
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3.5 HEBPOJIOTUYECKUE ITPOABJIEHUA

Hesponornyeckue napymenus npu bb Bnepsreie 6butn onucansl B 1941 r., a mepBoe mna-
TOMOP(OJIOTUYECKOE HCCIEOBAHUE YMEpUIEro ¢ HEBPOJIOTMYECKMMH MposiBieHusiMu bb - B
1944 r. [1]. HeBponorudeckue pacctpoiictBa pa3BuBaroTcs y 5-30% OOJNBHBIX, TMpEUMYIIIe-
CTBEHHO y MY>KUYMH, 4alle B Bo3pacte 28-32 roaa, B cpenHeM uepes 5 net ot Hadana bb. YV 3-8%
NAIMEeHTOB OHU MOTYT ObITh NepBbIM cuMnToMoM bb [2 - 8]. Cpenu obcnenoBanHbIXx HaMu 560
nanueHToB ¢ bb nepBuuHble HEBposornueckrue HapyleHus ObuTH BoisBieHb Y 73 (13,0%).

Breigenstor 18a ocHOBHBIX TUMa niepBuuHoro nospexaenus [IHC npu bb:

1) mapeHXMMaTO3HOE MOBPEXIEHHE, B OCHOBE KOTOPOTO JISKHUT IMCCEMHHUPOBAHHBIN
MEHHMHTO9HIIE(DATUT, CBSI3aHHBIN C BaCKYJIUTOM MENKUX cocynoB. Ero mons cocrasnser 1o 80%
B CTPYKTYpE BCEX HEBPOJIOTUUECKUX MposiBiicHU bb.

2) HemapeHXMMAaTO3HOE MOBPEXACHUE MO3ra, 4acToTa KoTtoporo konednercs ot 20 1o
30%, BkIIOYaeT TPOMOO3 BEHO3HBIX CHHYCOB I'OJIOBHOTO MO3Tra, CHHIPOM BHYTPHUYEPEITHON T'H-
nepTeH3un (TICeBI0OMYXO0JIEBBI MO3roBOW cHHIIpOM (pseudotumour cerebri)), aHeBpU3MBI apTe-
puii Mo3ra, aHEBPU3MbI/ PAaCcCIOCHUE IKCTPAKPAHHAIBHBIX apTepUid U OCTPHIH MEHUHTCATbHBIN
cuHgpom [2, 4, 5, 7].

Taxxe BBIIEISIOT BTOPHUYHOE, HE CBA3AHHOE C HEMOCPEICTBEHHBIM MOPaXEHUEM HEpB-
HOHM TKaHU B paMkax bb, moepexzacHue, K KOTOPOMY OTHOCAT TAKUE HEBPOJIOIMYECKUE OCIIOXK-
HEHUS! OCHOBHBIX CUCTEMHBIX IposBiieHui bb, kak TpomMO0oaMOo0nus nepedpanbHbIX COCYI0B Ha
¢done mopaxkeHus cepaua (B T.4. TpomO03a KaMep cep/ia) WiH MOBBIIICHUE BHYTPUUYEPETHOTO
naBieHus Ha oHe TpoMO03a BEPXHEH MOJION BEHBI, TOKCHUYECKasl dHIIe(amonaTus B pe3yabTaTe
teparnuu LIcA, nepudepuueckas Heliponatus Ha (OHE Tepauu KOIXUIIUHOM KU TATHIOMHIOM
[8].

B 2014 r. MexxayHapoIHBIM KOHCEHCYCOM AIKCIEpPTOB OBLIN HPEIIOKEHBI Kiaccupuka-
U U KPUTEPUHU JTUATHOCTHUKUA BEPOSITHOTO WIIM JOCTOBEPHOTO MOPAXKEHUSI HEPBHOM CUCTEMBI B
pamkax bb [9] (Tabmuma 1, 2).

THapenxumamosnoe nopasxcernue [[HC 0OBIYHO pa3BUBAETCS OCTpO wiK mompoctpo. Oc-
HOBHBIMU KJIIMHUYECKUMH CUMIITOMaMU SIBJISIIOTCS TOJIOBHAs 00JIb, IU3apTpHUs, aTaKCHs, FeMHIa-
pe3, QUILIONHs, MONEepXUBaHUE, CHIDKEHHUE CIIyXa, HapyIlIeHUe YyBCTBUTEIbHOCTH, HEIEpKAHUE
MOuYH, Kajla, CyJJOpOTH, MOTepsi CO3HAHUS, CHUKEHHE MaMsITH, KOHLIEHTpallud BHUMaHUsI, HEUpo-
MaTHsl YepermHO-MO3TOBBIX HEPBOB. Peke 0TMEUaroTCs TeMuxXopes WK Ipyrue (OpMbI THIICPKH-
He3a, CHHJIPOM MapKUHCOHMU3Ma, MYTHU3M, OCTphIE MICUXO03bl, dMUIeNTHYECKUe npunaaku. Hapy-
[ICHHE BBICIINX MCUXUYECKUX QYHKIHH (ada3usi, arHO3HsI, apaKCcus) BCTPEUaeTCsl KpaiiHe pe-
KO. MeHuHTealbHbIe CUMITTOMBI OTMeUatoTcst MeHee ueM y 10% GonpHbIX [8 - 11].
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Tabmuua 1. Knaccudukanust HEBPOJOTHYECKHX paccTpoicTB mpu bbb mexayHapomHoro
koHceHcyca (International consensus recommendation (ICR)) 2014 r. [9]:

Ilopa:keHue HEHTPAJIBLHON HEPBHOM CHCTEMbI:

Ilapenxumamosnoe

Mynbtudokansnoe/ nuddysnoe

[Topaxenue cTBosa Mmo3ra

[TopaxeHnne CHUHHOTO MO3ra

[Topaxenne mo3xeuka

AcumMnToMaTuueckoe (HeEMoe) MopakeHUE

HeBponatus 3putenbHOro HepBa

Henapenxumamosnoe

TpomM603 BEHO3HBIX CHHYCOB F'OJIOBHOI'O MO3Ta: BHYTPHUUEPENHAS TUIePTEH3US
AHEeBpU3MBI apTepUil MO3ra

AHEBpU3MBI/ pacCcIOCHUE IKCTPAKPAHUATBLHBIX apTEPHi
OcTpblii MEHUHT€aJTbHBIN CHHAPOM

N N R

Ilopa:xkenue nepudepuveckoii HepBHOIi cucTembl (CBs3b ¢ bb He onpeneneHHas)

v’ Tlepudepudeckas HEBPOIATHS UM MHOKECTBEHHBIE MOHOHOHEBPUTHI
v MuonaTus Wid MHO3UT

CMmemianHoe MAPEHXUMATO3HOEC U HEMAPCHXHUMATO3HOEC MMOPAKCHUE

Tabnuna 2. Kpurepuu HEBPOJIOTHUECKUX PACCTPONCTB MEKTYHAPOTHOTO KOHCEHCYCa
((International consensus recommendation (ICR), 2014 ). [9]:

JlocToBepHOe HEBPOJOrHYECKOE PACCTPOMCTBO YCTAaHABIMBAECTCA INPU HAIUYUM  TpeX
HIDKECJIEAYIOUINX KPUTEPUEB:

1. TlaumeHT ynoBieTBOpsieT MexIyHapoaHbIM kputepusiMm bb (ISGBD*)

2. BbIABICHHBIE HEBPOJIOTMYECKHE CHUHAPOMBI (C OOBEKTUBHBIMU HEBPOJOTMUYECKUMHU
IPOSIBICHUSIMH) TOJIKHBI ObITh BBI3BaHbI BB 1 TOMKHBI TOATBEPKIATHCS XapaKTEPHBIMU
U3MEHEHHUSMU TPU IPUMEHEHUH TaKUX METOJ0B, KaK:

a) HelipOBU3yaIN3alllOHHbIE
0) uccinenoBaHue CIUHHOMO3T0BOM )ukoctu (CMIK)

3. He momxkHO OBITH APYruxX MPUYUH JUIS BBISABICHHBIX HEBPOJIOTHYECKUX IPOSBICHUH,

kpome bb

BeposiTHOe HeBpOJIOrHYecKOe PACCTPOMCTBO YCTAaHABIMBAETCA IPU HAJIWYUU OJHOTO U3
HUOKECNEAYIOIUX KPUTEPHUEB M TMPU OTCYTCTBUM JPYTMX HPUYUH JJS  BBISIBICHHBIX
HEBPOJIOTMYECKUX HAPYIICHUMN:

1. HeBposiornyeckuii CHHAPOM XapakKTepeH Uil JOCTOBEPHOTO HEBPOJOTHYECKOTO
NOpPAXEHMsI, COYETAeTCsl C CUCTEMHBIMH IposBieHUsMU bb, HoO maumeHT He
yIOBIETBOPsiET MexayHapoaHbsiM kputepusim bb (ISGBD)

2. HexapakTepHblii HEBPOJIOTMUYECKUIM CUHIPOM, BCTPEUAIOIINNCSA B KOHTEKCTE
MexayHapoaHbix kputepueB bb (ISGBD)

IIpumeuanue: * ISGBD - mexayHapoausie Kputeprun Aig AuarHocTuku bb 1990 . wim mrobsie npyrue,
NPUHSATHIC B HACTOSIIIEE BPEMsI HITH KPUTEPUH B Oy IyIIeM

HaubGonee tunuuneiM 1 BB siBisiercss mopaxeHue CTBOA MO3ra M COUHHOTO MO3Ta.
Yacto mopaxarorcst audHIEeDaTbHBIE CTPYKTYpHI, 0a3albHbIC TAHTJIWU, BHYTPEHHSS KarcyJa,
3pUTENbHBIA HEPB W NPOAOIroBaThli Mo3r. Kopa rojgoBHOro mosra 3aJeicTBOBaHa ropaso
MEHBIIIE, 32 HCKIIIOUCHUEM HU3BHIIMHBI TUIMoKammna [8-11].

«30JI0TBIM CTaHIAPTOMY» UHCmpymenmanvHol ouacHocmuky nopaxenus [IHC npu Bb
sBisieTcst MPT ¢ KOHTpacTHBIM YCHJICHHEM M MarHUTHO-pe30HaHcHas BeHorpadus (MPB) [9].
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st ocmpoii/ nooocmpoii ¢haszwr napenxumamo3snoeo nopaxcenus [{HC npu MPT xapak-
TepHbl oyaroBble MPT-u3meHeHMSs, UMEIOIIUE THIO- WIM W30MHTEHCHBHBIA curHain Ha T1-
B3BelIeHHbIX n300paxkeHusx (T1BU). Onucano ycusiaeHne 04aroB Ipu BHYTPUBEHHOM BBEICHUU
raJlaIMHAEBBIX KOHTPACTHBIX cpeAcTB. Ha T2-3Bemennbix nzobpaxkenusx (T2BU), a takxe Ha
u3zo0paxkenusix FLAIR 5Tu oyarm MMelOT TMIIEPUHTEHCHUBHBINA curHan. Kpome Toro, omucaHo
cHKeHne koddduimenta nuddy3uu B odarax nopakeHus Ha Judy3HOHHBIX N300PAKEHUIX

[9] (pucyHok 1).

ku E.S. - 14.02.82 - 351 - AX FLAIR (4)

Pucynok 1. MPT: napeaxumarto3usiii MeHUHTOdHIIEQanuT (ogaru B T2BI)
(monokuTeNbHAS TMHAMHKA Ha (HOHE UMMYHOCYIIPECCUBHON TE€paIuu)

B xponuuecxyro ¢ghazy napenxumamosnozo nopascenusi odarosoie MPT-u3menenus ya-
CTUYHO PErpecCUPYIOT BIUIOTH JI0 MOJHOTO pa3pelieHus, a TAK:Ke HE HAKaIllJIMBalOT KOHTPACTHOE
BemecTBo. Ha Mecte odaroB moryt (opMupoBaThCsi y4acTKH aTpouu, 4TO OCOOCHHO Xapak-
TEepHO JUIsi cTBoJa Mo3ra. [[ist 3Toit (a3l 0OBIYHBI HecHeM(PUIECKHEe 0YaroBble H3MEHEHUS B
0esoM BellecTBe TOJI0BHOIO MO3Ta, YTO MHOTIa BBI3BIBAET TPYJHOCTHU MpU NpoBeneHuu nudde-
PEHLHANIBHOTO JUarHo3a ¢ paccessHubM ckiiepo3om (PC) [9].

TunuyHOM NOKAIM3alMEe OYaroBbIX W3MEHEHUN NPU MapEeHXMMATO3HOM IMOPaKEHUH
IHHC y 6onbubix Bb sBnsiercs ctBon Mo3ra. IloBpexaeHns 0ObIYHO BBISBISIIOTCS B MOCTE, CPEe/l-
HEM MOo3Te, 0a3albHbIX sIpax U AUd3HIE(PATbHBIX CTPYKTYypax. MHOXKECTBEHHbIE MEIIKHE O4ark B
OenoM BemecTBe Mo3ra npu bb, kak mpaBuIiio, JOKaIU3YyIOTCs CyOKOpTUKanbHO. OHM HE UMEIOT
YETKOM MpepacroiaokKeHHOCTH K MEPUBEHTPUKYIISIPHBIM 00JIaCTSAM, YTO MPUHLHUIIUAIBHO OTIH-
yaeT ux oT nospexaeHuit npu PC. st mocienHero XxapakTepHo NPEeMMYIIeCTBEHHAs JIOKaIu3a-
I[Usl 0YaroB MMEHHO MEPUBEHTPHUKYJSIPHO U PEelKOe BOBJIEUEHUE Oa3aIbHBIX s/iep, BHYTPEHHEN
Karcylbl U MepuPEpUIeCcKoil 4acTH MOCTa. 3aMETUM, YTO CyOKOPTHKAIbHAS JOKAIM3AIHS OYa-
roB cBoiictBeHHa Takxke st CKB, Ho B oTyimune ot bb nopakenne cTBoia Mo3ra u 0a3aibHBIX
siIep M1l 3TOTO 3a00JIeBaHUS HE XapaKTEpHO. B cilyyae oIMHOYHBIX W30TMPOBAHHBIX H3MEHEHHIA
B MOJIYIIAPUSAX TOJIOBHOIO MO3ra Heo0XoauMo npoBeaeHne nuddepeHnanbHON JUarHOCTUKH C
OIyXOJIbI0, a0CIIECCOM U BPOKJICHHBIMH KHCTaMu [9].

EnuHuyHble MM MHOKECTBEHHBIE BOCHAIMTENIBHBIE U3MEHEHUS PA3NIMYHOM MPOTSKEH-
HOCTH MOT'YT BBHISBJISITHCS B MIEHHOM WJIM TPYAHOM OT/AENE CHUHHOTO Mo3ra. OOBIYHO OHU COYe-
TAIOTCA ¢ U3MEHEHHUSIMHU B CTBOJIE, 0a3ajbHBIX AApax WM B APYTHX OTAenax mosra. M3ommpo-
BaHHbIC TOBPEXKJICHUSI B CHUHHOM MO3Te KpaitHe peaku [9].

OCHOBHBIMU KAIUHUYECKUMU NPOABTIEHUAMU MPOMOO3A 8EHO3HBIX CUHYCOB 20JI08HO20 MO3-
2a y nanueHToB ¢ bb sBnsitoTcs ronoBHas 00k, OTEK JMCKA 3pUTEIBHOTO HEPBA U Mapaliny Ie-
CTOM Maphl YEPETHO-MO3TOBBIX HEPBOB MPU HEBpPOJIOTHYecKoM obciienoBaHuu. OTHAKO BO3ZMOX-
HO U 0€CCUMIITOMHOE MOpPaKEHHUE, BBISBIISIONIEECS CIIydaifHO Ipu poBeaeHu MPB.

Jlist BeISIBIICHUST Henapenxumamosnozo nopadcenus [{HC npu BB, a umenno mpombosa
BEHO3HBIX CUHYCOB8 20JI08HO20 MO32a UNU MPOMO0O3a HYMPUMO3208blX GeH TIOKA3aHO BBITOJHE-
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Hue MPB wnu komnbiotepHoOi BeHorpaduu (pucyHok 2). B ciiydae ocTporo MEHHMHreaabHOTO
CUHApPOMA JI1 TOJATBEPKICHHS BOBJIEUEHUS MEHHHICAIbHBIX O0O0JI0UEK PEKOMEHIOBAHO BBI-
nosHeHue MPT ¢ BHyTpuBEHHBIM KOHTPACTHBIM YCHIIEHUEM [9].

MHorue aBTOpBI MOATBEP)KIAIOT BBICOKYIO MH(OPMATUBHOCTH OJHO(POTOHHASI SMHUCCH-
OHHOM KoMIbIOTepHOU ToMorpaduu (Single-photon emission computed tomography (SPECT)) ¢
texHenueM npu auarnoctuke nopaxenus [IHC npu Bb [12]. Oco0w1ii mHTEpEC n1aHHAsT METOH-
Ka BBI3BIBACT B CBSA3H CO CIIOCOOHOCTBIO IEMOHCTPUPOBATh PAaHHUE CYOKIIMHUYECKHE HAPYIICHUS
nepy3un U JIoKajdbHble METabOIMYECKUe U3MEHEHHsI B TOJIOBHOM MO3re, KOTOpPbIE, 3a4acTylo,
IPOTEKAIOT aCUMITOMHO M MOTYT IIPEJIIECTBOBATh KIMHUYECKH BBIPA)KEHHBIM HEMpONcUXuYe-
ckuM nposiiieHnsM bb. B wactHoctn, A. Garcla-Burillo u coast. [12] moka3zanm, 4To 1o 1aH-
HeIM SPECT Hapymenust umenu 69,7% nauuentoB ¢ bb, cpeau koTopsix Tonbko 36% umenn
kinHudYeckne 1 MPT npusnaku nopaxenus [{HC. ABTopbl nmpeiarator JaHHYIO METOIUKY HE
TOJIbKO JUIs BhIsiBJIeHUS paHHUX n3Mmenenuid B [IHC, cBszannbix ¢ bb, HO u 111 MOoHUTOpUMHTA/
orieHKH (P PEKTUBHOCTH TEPANTUU HEBPOJIOTHIYECKUX paccTpoicTB nipu bb.

Pucynox 2. MPB: TpomM603 mpaBoro mornepeyHoro CHHyca

CnunHom03208a5 HCUOKOCMb

W3menenus B ciuHHOMO3roBoH xuakocTH (CMIXK) onpexnensitorest y 70-80% manueHTOB
¢ bb u napeaxumaro3usiM nopaxxenueM [{HC. Konnentpamus 6enka 8 CMXX ymepernHo yBenu-
YeHa, OJIMTOKJIOHAJbHAs CeKpelust 00bIaHO OTCyTcTBYeT. B 60-80% ciyyaeB mapeHXUMaTO3HOTO
nopaxenus [IHC npu bb B CMK umeer MecTo JEHMKOLMUTO3 10 4,0x10? neiikouuros/i. Jleiko-
IIUTO3 MOXET OBITh 3a cueT HeWTpodmiesa (yame), TMMOOIUTO3a UM OBITh CMEIIAHHBIM IO
KJIETOYHOMY cocTaBy. IIpu octpom mapenxumaroznoM mopaxeHuu [THC B CMXK o0br4HO TO-
BhIIIIEHO coaepkanue MJI-6, uTo accoruupyeTcsl ¢ MOBBIIICHHEM KOHIICHTpAIMK OelKa U Jiei-
kouToB B CMXX u 3TH Tpu mapameTrpa acCOLMUPYIOTCS ¢ aKTUBHOCTHIO Bb 1 mporno3om B Te-
yeHnue 3 et HaOmoneHus. Y poeHs rimoko3sl B CMK nmpu nopaxkenun LHHC y 6onbubIX BB, Kak
npaBuiio, He U3MeHeH. [Ipu CHMKEHUHM 3TOTo MoKa3zaTens 11eJIecO00pa3HO UCKIYaTh MH(EK-
muto. [larmenTsl ¢ TpoMO0O30M BEHO3HBIX CHHYCOB T'OJIOBHOTO MO3Ta WJIM BHYTPHUYEPEITHOW I'H-
nepTeH3uei 6e3 TpomOo3a CHHYCOB (IICEBIOOMYXOJIEBBIM cUHApPOM (pseudotumor cerebri))
00bpIyHO MMetoT HopMatbHyto CMIK, HO naBneHue, ¢ KOTopbM BbiTekaeT CMIK, moBeimieHo [9,
13].

Mopgonozuueckoii ocHogoll TTAPEHXUMATO3HOTO TOBPEXAeHUS Mo3ra npu bb sBisercs
JTUCCEMUHUPOBAHHBI MEHUHTO3HIIEPATUT C pacpoCTpaHEHHBIMU NEPUBACKYIISIPHBIMU JTUM(O-
UTApHBIMU WHQUIBTPaTaMH BOKPYT BEHYJ M KalWUIIPOB ¢ HEOOJBIIMMU MHO>KECTBECHHBIMH
oyarami IOJIHOTO M HETOJHOTO HEKpo3a B CEpoM U OesoM BellecTBe IoJOoBHOro Mo3ra. Ouaru
OCTPOT0 BOCTAJCHUSI MOTYT OBITh MPEICTAaBICHBI HEUTPOPUIBLHON U 303MHOPUIBLHON UHQHIIb-
Tpaluuei NepuBacKyISIPHBIX MPOCTPAHCTB M MApEHXUMbI 0€3 MPU3HAKOB BacKynuTa, GpuOpUHO-
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UIHOTO HEeKpo3a min TpomOo3a. B 6onee mo3aHUX cTaauax BOCTIAIMTENbHAS HHOUIBTPALUS Me-
Hee XapaKTepHa, MpeodIagacT riuo3 U MoTeps akCOHOB [ 14]

IIpoenocmuyeckue paxmopwi

CornacHo peTpo- U MPOCHEKTUBHBIM HUCCIIEI0OBAHUSAM, ITOCBAIICHHBIM HEBPOJIOTUYECKUM
acniektaMm bb, mmoxumu nmporHocTudeckuMu (akTopaMy MpHU3HAHBI MOPaKEHUE CTBOJA MO3ra U
CIIMHHOTO MO3Ta, YacTble 00OCTpEHHMsI, paHHEe MporpeccupoBanne u rieonuTo3 B CMXK mpu
napenxuMaTo3HoM nopaxenuu [ITHC. MHBanaHOCTD U HECTTIOCOOHOCTH K CaMOOOCITY)KHBaHUIO B
nebrore 3aboseBanms, obocTpeHue Ha ¢GoHe cHWKeHus a03bl ['K, nuxopanka, MEeHUHTealbHBIC
CUMITOMBI U AUC()YHKIIUS MOUEBOTO ITY3bIpS TAKXKE PACCMATPUBAIOTCS KaK BO3ZMOXKHBIE (aKTo-
PBl, acCCOLMUPYIOIINECS C IJIOXUM IporuozoM. Ilos, Hanmuyue Ipyrux CUCTEMHBIX MPOSBICHUIMA
BB u Bo3pacT Ha MOMEHT Havasa 3a00JieBaHUs HUKAK HE BIHSIOT HA MPOTHO3 HEBPOJIOTUYECKIX
pacctporictB nipu bb. HecmoTpst Ha TO, 4TO HE CyIIECTBYET AAaHHBIX PaHIOMHU3UPOBAHHBIX KOH-
Tponupyemsix ucciaenosanuii (PKHM), MexnyHapoaHbsle 3KCIEpThl PEKOMEHIYIOT paHHEE Ha3Ha-
yeHue 00Jie3Hb MOIU(DUIMPYIOIIUX MpernapaToB, Korjaa y namuenta ¢ bb u HeBponornueckumu
CUMITOMAaMU BBISIBIISICTCS OJIMH WJIM HECKOJIBKO MPOTHOCTHYECKH HEOIArompUsTHRIX (HaKTOPOB
[9].

CwmeptHocTh npu Bb ¢ HeBponornueckumu nposiBaeHusiMA coctaBisieT 11% B TeyeHue
HepBbIX 5 JeT 00JIe3HHU, YTO MPEBHIIAET TAKOBYIO y OOJBHBIX 0€3 HEBPOJIOTMYECKUX MPOsIBIIC-
Huit (5% B Tedenue 10 et HAOIIOCHUS).

Takum 00pa3oM, HEBPOJIOTMYECKHE PACCTPOMCTBA OTHOCATCS K TSDKEIBIM MPOSIBICHUSM
bb, 1 poruHo3 3aBUCHUT OT CBOEBPEMEHHOM TMArHOCTUKH U aICKBAaTHON TEpanuu.

Jlureparypa:

1. Berlin C. Behcet's syndrome with involvement of central nervous system. Arch.
Derm. Syph. 1944; 49: 227-233

2. Akman-Demir C., Serdaroglu P., Tasci B. el al. Clinical patterns of neurological in-
volvement in Behcet's disease, evaluation of 200 patients. Brain. 1999; 12: 2171-2181

3. Devlin T, Gray L, Allen N. et al. Neuro-Behcet's disease; factors hampering proper di-
agnosis. Neurology. 1995; 45: 1754-1757

4. Wechsler B, Vidailhet M, Piette J.C. et al. Cerebral venous thrombosis in Behcet’s dis-
ease: clinical study and long-term follow-up of 25 cases. Neurology. 1992; 42: 614-
618

5. Serdaroglu P., Yazici H., Ozdermir C. et al. Neurological involvement in Behcet's syn-
drome. A prospective study. Arch.Neurol. (Chic). 1989; 46: 265-269

6. Siva A, Kantarci OH, Saip S, et al. Behget’s disease: diagnostic & prognostic aspects of
neurological involvement. J Neurol. 2001; 248:95-103.

7. Kamamuukosa JI.A., Anekbeposa 3.C., Pemernsk T.M. u ap. HeBponoruueckue mpo-
siBieHus1 0one3Hu bexdera: 0030p nuTepaTyphl U ONMKMCAaHUE COOCTBEHHOIO HaOJIOC-
Hus. HeBponoruueckuii sxxypnai. 2001; 6: 8-13

8. Uygunoglu U, Siva A. Behget's Syndrome and Nervous System Involvement. Curr
Neurol Neurosci Rep. 2018; 18 (7):35. doi: 10.1007/s11910-018-0843-5.

9. Kalra S, Silman A, Akman-Demir G, Bohlega S, Borhani-Haghighi A, Constantinescu
CS, Houman H, Mahr A, Salvarani C, Sfikakis PP, Siva A, Al-Araji A. Diagnosis and
management of Neuro-Behget's disease: international consensus recommendations. J
Neurol. 2014; 261(9):1662-76. doi: 10.1007/s00415-013-7209-3.

10. Hirohata S, Kikuchi H, Sawada T, Nagafuchi H, Kuwana M, Takeno M, Ishigatsubo Y.
Clinical characteristics of neuro-Behcet's disease in Japan: a multicenter retrospective
analysis. Mod Rheumatol. 2012; 22 (3):405-13. doi: 10.1007/s10165-011-0533-5.

11. Noel N, Bernard R, Wechsler B, Resche-Rigon M, Depaz R, Le Thi Huong Boutin D,
Piette JC, Drier A, Dormont D, Cacoub P, Saadoun D. Long-term outcome of neuro-
Behget's disease. Arthritis Rheumatol. 2014; 66 (5):1306-14. doi: 10.1002/art.38351.

59



12. Garcia-Burillo A, Castell J, Fraile M, Jacas C, Vilardell M, Ortega D, Bosch J-A.
Technetium-99m-HMPAO Brain SPECT in Behget's Disease. J] NucIMed 1998; 39: 950-
954

13. OBuapoB II.C., Jlucunpina T.A., Benptumen /[.}O., Tapmos M.B., bypenuer /I.B.,
Anexbeposa 3.C., HaconoB E.JI. HeBponornueckue u NCUXUYECKHUE PACCTPOICTBA MpH
6one3nn bexuera. Kypuan neBposoruu u ncuxuarpuu uMm. C.C. Kopcakora. 2016; 116
(6): 76-86. DOI 10.17116/JINEVRO20161166176-86.

14. Hirohata S Histopathology of central nervous system lesions in Behcet’s disease. J
Neurol Sci 2008; 267:41-47 doi: http://dx.doi.org/10.1016/.jns.2007.09.041

3.6 ICUXWYECKHUE PACCTPOMCTBA

[Ncuxuueckue paccrpoiicta (I1P) xapaktepusl nns 26,5-88,3% nanuentos ¢ bb, onnako
B OOJBIIMHCTBE MYOJMKAIMi UM YHAEISIETCS TOpa3lo MEHbIIe BHHUMAHUS, Y€M HEBPOJIOTHYE-
CKHM. YCTaHOBJIEHO, YTO Ka4eCTBO XHU3HH U TPYAOCTOCOOHOCTh y OonbHBIX Bb ¢ 1P 3Haum-
TEJILHO HIKE, yeM 0e3 Hux [1-3]. Biousuue [1P Ha xnuHuKyY, nporHo3 u ucxonsl bb 1o nacros-
IETO0 BPEMEHU M3yUeHbl HEJJOCTATOYHO.

Kak u mpu ppyrux MUBP3 npu bBb M0XHO OTMETUTH TECHYIO BYCTOPOHHIOIO B3aUMO-
cBsa3b Mexny aenpeccueit u MIBP3, o0ycnoBneHHyO BIUSHHEM OOIIMX IMAaTOTCHETHYECKHUX,
IpeXJie BCEro CTpeccoBhIX, GakTopoB [4]. IIP moxer npeamecrBoBaTh bb, HaunHaThCa ofHO-
BpeMeHHO, wiu yxxe Ha ¢oHe bb. He menee 3naunma B pazsutuu psaa [IP posnb oprannueckux
(axTOpOB, MPOBOIMPYIOUIMX (POPMUPOBAHUE TMCHUXOOPTaHUYECKOTO CHHAPOMA U KOTHUTHBHBIX
Hapymenuii (KH).

CymecTByeT MHEHHe, 4TO 10 yactote U crekrpy IIP npu bb nanbonee 6au3ku k Tako-
BbIM 1ipu CKB [1, 2, 5]. Haubonee uacro (44,4-88,3%) y 6onpHbIX BB HabmonatoT nenpeccus-
HbIE, TPEBOXKHBIE paccTpoiicTBa 1 KH, npenmyiecTBeHHo B sierkoi gpopme [2, 5, 6]. Pacctpoii-
cTBa TpeBoxHO-AenpeccuBHoro cnekrpa (PTAC) BeaBustor y 20,6-86,7% Gonbubix bb [1-3, 6].
Cpenu PT/IC npeobiagaror XpoHHUECKUE BapuaHThl aenpeccun - quctumus (31,0-33,3%) u pe-
KyppeHTHOE JlerpeccuBHOE paccTpoiicTBo (28,3-30,2%) [2, 6]. TpeBoxHbIe paccTpoiicTBa (Te-
HEPAJIU30BAaHHOE TPEBOXHOE PACCTPOMCTBO, pPacCTpOMCTBO  ajalTallud C  TPEBOXKHO-
JENPECCUBHBIM CUHAPOMOM) BeTpedaroTes y 16,3-23,5% mauuentoB ¢ bb [2, 6]. Kpaiitne penko
y nanueHToB ¢ bb BctpeuatoTcs ocTpsiii euxos (2,9%) u manuu (5,9%), npuuemM He UCKITIOUYEHO
BIIMSIHUE Tepanuu BhICOKUMH J03amMu 'K Ha ux Bo3HukHOBeHue [1, 7]. IMeroTcsa naHHbie 0 BO3-
MOYKHOM pa3BUTUH 00CECCUBHO-KOMITYJIBCHUBHOTO PAacCTPOMCTBA U MAaHUYECKUX MPUCTYIOB (Ta-
HUYECKOTO paccTpoiricTBa) Ha ¢one mpuema azatuonpuna [8]. I[IpakTrdecku HE BCTpEHarOTCs
npu bb OunonsprHoe appekTHBHOE paccTpOHCTBO U MU30(PPEHUS - OMHUCAHBI JIUIIb €IUHUYHBIC
cinydau [9, 10]. Cronb 6oabimas pazauia B yactore [IP mpu bb o gaHHBIM pa3nyHbIX aBTOPOB
CBsI3aHa, M0 BCEH BEPOATHOCTHU, C KYJIbTYPOJIOIHYECKUMH OCOOCHHOCTSMHU BHIOOPOK HAIEHTOB
U C pa3jInuueM UHCTPYMEHTOB MCUXOMETPUUYECKOM OIIEHKH, UCToJIb3yeMol aBTopamu. KH, mpe-
UMYILLECTBEHHO JIETKOW W YMEPEHHOW BBIPAXEHHOCTHU, MNPOSBISIONIMECS MPEUMYLIECTBEHHO
HapyIlIeHHEeM NaMsITH, KOHLEHTPAllUd BHUMAaHUS U, PEKe, JIOTUYECKOTO MBIIUICHUS, U Xapak-
TepHbl 1 78,4% GonbHbIX BB [6].

B GompmmncTBe padot mobkie 1P, Brimtouas KH, aBTopsr cBsa3biBatoT ¢ bb, xoTs cymie-
CTBYET M Apyras TOYKa 3peHHs, Mperoiararomas BiIusHue pakTopoB, He CBI3aHHBIX C OCHOB-
HBIM 3a00s1eBanreM, Ha Bo3HukHOBeHUe [IP [11-13]. [Tokazano, uro nerkue KH npu Bb B 60s1b-
el CTETIEHU acCOLMUPYIOTCS C HU3KUM O0pa3oBaTeIbHBIM YPOBHEM MAIMEHTOB, 3JI0YIMOTpPEO-
JICHHUEM aJIKOTOJIEM M TICUXOAKTUBHBIMHM BEIIECTBAMHU, 3aHSATHEM TPaBMOOMACHBIMU BHIaMU
cnopta (0oprba, 60kc), B To Bpems kak ymepenHsle KH compoBoxaaiorcs 6osee BBICOKOM ak-
TUBHOCTHIO bb, "yacto couerarorcs ¢ napenxumaTo3nsiM nopaxxenuem [THC u genpeccueii [2, 6,
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12, 14]. Kak npaBuio, peaykuus jgerkux u ymepeHnolx KH ormeuaercs Ha QoHe anekBaTHOU
tepanuu bb u ncuxodapmakorepanuu nenpeccun. K ocHOBHBIM (akTopam, BIUSIONIMM Ha pas-
Butue [IP npu bb, B HacTosimiee Bpemst oTHOCAT ctpeccoBbie [2, 6, 14]. Jloka3ano, uro y 80%
6ombHbIX bb pazsuturo PT/IC, kak u camoii bb, mpeamecTBoBain ocTpble WM XPOHUYECKHE
cTpeccoBbie (hakTopsl, 58,3% naruentos ¢ bb nepexxnny ncuxoTpaBMUpYIOIINE COOBITHS B J1ET-
CKOM U MTOAPOCTKOBOM BO3PACTE, YTO TAKKE YBEIMYMBAET PUCK BO3HUKHOBeHMS Kak PTIC, Tak
u P3 [2, 6]. HecmoTps Ha BiusiHue (akTOpOB, HE CBA3aHHBIX C OCHOBHBIM 3a00JIeBaHUEM, HA
Bo3HUKHOBeHUE 1P y GompHBIX BB, psig aBTropoB momnaraer, uro 1P pa3BuBatorcs yxe Ha doHe
BB, a npu yBennyeHnu mponoiukuTenbHOCTH bb Gonee Tpex ser, puUCK pa3BUTHUS MOCIEIHUX
BO3pacTaeT B 12 pas [2, 15].

Hapymenus caa Berpeuatores y 30-62,9% nanuentos ¢ bb. Yamie onn accounnpyrores ¢
PTAC [6, 16]. 32,5% nanuentoB ¢ bb crpagaioT cuHApoMOM OOCTPYKTHBHOIO aliHO? BO CHE
[16]. dust Tpetn nanuentoB ¢ bb xapakTtepen "cuHApOM OECITOKOWHBIX HOT'', MPEICTaBIISIONINHA
co00i1 CEeHCOMOTOPHOE PACCTPONCTBO, XapaKTEpU3YIOIIeecss HEMPUSATHBIMU OIIYIIEHUSMU B
HWKHUX KOHEYHOCTSIX, KOTOPBIE MOSIBJIAIOTCS B IIOKOE, Yallle B BEUEPHEE U HOUHOE BPEMS, BBI-
HYXKIAI0T OO0JIBHOTO COBEpIIaTh 0OJIEryaroue uxX ABMKCHUS U 4acTO MPUBOAST K HAPYHICHUIO
cHa. [laTorenernueckre MeXaHU3Mbl JAHHOW MATOJIOTUHU J0 KOHLA He BbisicHeHbl. B 2011 roxy
rpynmnoi aBTopoB U3 Typuuu, ObUIO MOKa3aHO, YTO «CUHIPOM OECIOKOIHBIX HOI» BCTpEYaeTcs
y nauueHToB ¢ bb yamie, yem B nonymsiiuu (29,4% u 4,8% cooTBercTBeHHO). B nccienoBanuu
OBLIIO 3aMEYEHO, YTO TSAKECTh CHHAPOMA IMOJIOKHUTEIBHO KOPPETUPYET C MPOAOTKUTEIHLHOCTHIO
bb [17].

CekcyanbHble HapyleHus: y OonbHbIX BB paciieHnBaoTcss HEKOTOPBIMU HCCIIEI0BATENS-
MH KaK pe3yJbpTaT JIEMpecCOreHHOro 3pdexkTa XpoHnUecKoro BocnaneHus. Hapymienue cekcy-
anbHOU (pyHKUMU 0OHapyx)eHo y 47,9% ob0cnenoBaHHbIX keHIIUH ¢ BB (B KOHTpoNIbHOI Tpymie
- 17,5%). B cpaBHEHUM C KOHTPOJLHOM IPYIION CpeIHUI Oal IO OMPOCHUKY CAMOOLICHKH Jie-
npeccun beka y nmainueHTok ¢ Bb Obu1 3HaYUTENBHO BBIIIE U UMEHHO C 3THM IOKa3aTeiaeM Kop-
penupoBaa BeJIMYNHA CEKCYaIbHOTO (DYHKIMOHATBHOTO MHeKca. CTaTUCTHYECKOM B3aUMOCBS-
3W MEX/y S3BCHHBIM MOPAKEHUEM U JaHHBIM MHJIEKCOM y O0IbHBIX He oOHapyskeHo [18]. Ilpu
IPOBEICHUH TOJ00HOTO HCCIEIOBAHUS CPEIM MYXKUYMH TAaK)KE€ HE YCTAHOBIICHO CBSI3U MEXITY
CHWDKEHHOM SPEKTHJIbHON (PYHKIIMEH M S3BEHHBIM MOPAXECHUEM KOXXKM T€HUTATNH, CIU3UCTHIX,
TJIA3HOM MaTONOruel, 0COOCHHOCTSMHU TE€paluu U OCTPOTON 3a00JieBaHUs, HO BbISIBIIEHA KOppe-
JISALMS C BBIPAXKEHHOCTHIO Aenpeccuu [19].

Takum oOpa3zom, HecMOTps Ha Oonbliol uHTEepec K m3ydenuto [IP mpu BB, ocraercs
MHOT'0 HEpPEUIEHHBIX BOMPOCOB, B YACTHOCTH, sABIISOTCS iU [IP nipu Bb nposiBnennem opranuye-
ckoro nopaxenus LIHC B pamkax ocHOBHOTro 3a00JyieBaHMsl, TUOO 3TO CAMOCTOSITENIbHBIE KOMOP-
OuaHBIC paccTpoiicTBa, nMeronue oomue ¢ bb mpoBorupyromue HakTopbl, B 4aCTHOCTH CTPECC
U CBSA3aHHbIE C HUM JUCOYHKIHIO THIIOTAIaMO-THIO(U3apHO-HAIIMOYEYHUKOBON CUCTEMBI U
HapylieHusa MMMyHHOro oTBeTa. KakoBa npupona KH - oprannueckas, cBsi3aHHas ¢ MapeHXHMa-
to3HbIM TopakeHreM LTHC, nmu6o KH B Gonbiueit ctenenu o0ycnosiensl PT/IC. OTBeTsl Ha 3TH
BOIPOCHI KpailHe BakKHBI IS onpeaeneHus noaxoaoB k tepanuu [P npu bb. B nHacTosiiee Bpe-
Msi OOJIBIITMHCTBO MCCIENIOBATENCH MPEATAaraloT KOMIUIEKCHBIA TEPAaeBTUUECKUN MOAXOJ - aK-
THUBHAas MPOTUBOBOCHAJIUTENbHAS M UMMYyHOCynpeccuBHas Tepanusi bb u ncuxodapmakorepa-
NS, BKJIIOYAIONIAsl aHTUJICTIPECCAHThl, HEUPOJIENITUKNA U aKaTUHOJI-MEMaHTHUH Il KOPPEKUUU
BbIpaxkeHHbIX KH.
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3.7 COCYJUCTBIE ITPOABJIEHUA

bb oTimdaercs oT mpoYMX CHCTEMHBIX BACKYJIUTOB, MPEKE BCETO, MO CICAYIOINUM MpH3HA-
kam [1-9]:
1. Ilpeumywecmeenno nopascaromcs eenosnvie (85%), a me apmepuanbHvie cocyobl.
Tpom003 MOBEPXHOCTHBIX M TTTYOOKHX BEH HIDKHUX KOHEUHOCTEH SIBIISIETCS Haubosee
YacThIM TUIIOM MOpPaXXeHHs BeH. Pexke BOBIIEKAIOTCS HUKHSS WIN BEpXHsS Ioas Be-
Ha, IEYCHOYHBIC BEHBI, BEHO3HBIE CHHYCHI TOJIOBHOTO MO3Ta U MPaBbIE OTAEIBI Cep/I-
a.
2. Tunuunvl peyuousupyrowue mpomoosvl. PeuauBel B TEUCHUE 5 JIET MOCJE TIEPBOTO
samu3oaa BerpedaroTcs y 23-38% marnuenToB. Ha mpotsbkeHuu Bcero 3a0osieBaHUS
BO3MOYXHO CTOWKOE TIOPAXKEHUE OJTHOTO M TOTO K€ COCY/a, U HOBAsl TOKAIIA3AIIHSL.

3. B ocHoge nopadiceHusi cocyoo8 — ocnaenue cocyoucmou cmenku. Tpomobopuinge-
ckre (aKTOpbl HE UTPAIOT KIIFOUEBYIO POJIb.

4. Awnespuszmul ne2ounvlx apmeputi, KOTOpblE HAIIOMUHAIOT BEHO3HBIE CTPYKTYpPBI M3-3a
00jiee TOHKUX CTEHOK, MEHbILIEH 37aCTUYHOCTU U 00Jiee HU3KOTO JaBICHUS, AGIAI0N-
Csl NOYMU YHUKATbHBLIM npossieHuem bbb, n He BCTpeyaroTcsl NMpU IPYyruX UMMYHO-
BOCHAJIUTEIbHBIX 3a00I€BaHUSIX.

5. Ilopasicenue apmepuil npoasisemcsi 6 OCHOBHOM 8 8Ude aHespusM U pedko 8 Gude
MpOMOOMUYECKUX OKKMO3ull. DTOT THI TOPAKEHHUS apTepHi OTINYACTCS OT OJIHO-
POJHOTO KOHIIEHTPUYECKOTO YTOJIICHUSI apTEepUaIbHON CTEHKH, HaOIIONAIOIEerocs
IPU BacKyJIUTE KPYMHBIX cocynoB. CorimacHO COBpEeMEHHOH KiIacCH(UKAIMHU BaCKy-
UTOB, Ipu BB MOTyT nmopakatecsi cocypl JII0OOT0 THIA U KaInopa.

6. Boeneuenue cocyoos modxcem HaAOIO0AmMbCs 6€3 CONYmMcmeyIoWux munuiHblX nposie-
nenuti BB - mopakeHUi clnu3uCTO 000710YKH, KOXH. [IpumMepom 3TOro siBIEHUS MO-
XeT ObITh cuHApoM Xbito3a-CtoBuHa (Hughes-Stovin syndrome), TpOSBISIONIHIACS
COUYETAHHEM aHEBPHU3M JIETOYHOW apTepUU C PEHHUIUBUPYIOMUM TpoMOodieOuTom
Pa3IMYHON JIOKAIM3ALMK, Yallle BCEro Mepru(epuvecKux BEH, W CUNUTAIOIIUICS He-
nosHo# popmoit bb.

Yacrora BoBineueHus cocynos npu bb konebdnercs ot 15 no 50%, u oxono 85% Bcex cocy-
JIUCTBIX MOPAKEHUN MPUXOJUTCS HAa BEHO3HbIE. Takoil MIMPOKUH IHAaNa3oH PacnpOCTpPaHEHHO-
CTH, BEPOATHO, OOYCIIOBJICH ATHUYECKHUMHU PA3IMYMSIMU (JOBOJBHO PEIKO MOPAXKEHHUE COCYI0B
BcTpeuaeTcs B nomyisinusax JlampHero Bocroka), a Takke TeM, Kakue CIelHaTUuCThl aHATU3UPY-
I0T MAlMEHTOB — PEBMATOJIOTH, JIEPMATOJIOTH WM COCYAMCTbIE XUpypru. Yaile nopaxxeHue co-
CyIIOB BCTpeYaeTcsi y My 4uH. Puck TpomOo3a riiy0OKHX BeH, HApUMeEp, 3HAYUTENIHHO BhIIIE Y
myxkurH (40%), yem y xeHmuH (5%) [7-11]. V GonbmuHCcTBa manueHToB (75%) mepBoe cocynu-
cTOE COOBITHE pa3BHBAETCS B TeueHue 5 jeT nocie Hadana bb [8, 9]. Cnenyer oTMeTUTh, 4TO Y
10% mnanueHTOB MOpakeHHE COCYI0B pa3BUBAETCS B KauecTBE nepBoro cumnroma bb, eme no
MOSIBJICHUSI OPYIUX KIMHUYECKUX MposiBiieHHHd n emie y 20% - OAHOBPEMEHHO C IMOSBIECHHUEM
JPYruX CUMITOMOB B Hauane 3aboneBanus [9].

[TaTorene3 apTepualbHBIX U BEHO3HBIX TpoM0030B npu bb 10 koHma He siceH. CoBpeMeH-
HbIE JJaHHBIE CBUJETEIBCTBYIOT O TOM, 4TO TpoM0O03 nipu bb, BeposaTHO, 00ycIOBIEeH HE THIIEp-
KOAryJsSIIMOHHBIM COCTOSIHUEM, a CKOpee MOBPEXKICHHEM COCYJOB, BHI3BAaHHBIM BOCHAJIEHUEM
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WIM BHYTPEHHEW SHIOTENUAIBHONW NUChYHKIMEH, KOTopas cama Mo cebe MOXET CIYXHTb HC-
TOYHHUKOM TPOMOOTEHHBIX CTUMYJIOB [12-14].

Paznuunble MpOKOAryasHTHBIE COCTOSIHUS, CBSI3aHHBIC C TOBBIIICHHBIM PUCKOM TpoM0o03a,
takue Kak neduiut 6enka C, 6enka S u antutpom6OuHa I, myranuu rena gakropa V (Jlelinena)
u nporpomOuHa (20210A), Takke MOTYT CHOCOOCTBOBATH MPOTPOMOOTHYECKOMY COCTOSHUIO
npu bb [15]. OnHako naHHbIe pa3IMYHBIX UCCIEAOBATEIEH HA 3TOT CUET KpalHE MPOTUBOPEUH-
Bbl. ABTOpHI M3 M3panns [13] yrBepkaatoT, uyto TpomOoduamueckue (GpakTopbl HE SBISIOTCS
npu4IrHONM TpoM0O030B 1ipu bb. BBIBOJ ATOT OCHOBaH Ha aHaaM3e MPOTPOMOOTHYECKOTO IOJIH-
Mopdusma y 107 601bHBIX (65 sKeHIIMH U 42 MYKYHH), CPETHUI BO3pacT KOTOPBIX ObLI paBeH
42 rogaM. ABTOpBI COMOCTaBUIIN B 2-X Tpynmax 0oibHbIX BB (¢ TpomM6030M 1 6€3 Hero) cieny-
IOIIME MOKa3aTeNu: MyTauuu reHos ¢aktopa V (Jleiinena), mporpombuna G20210A (rereposu-
TOTHYI0), MeTuJieHTeTparuapodonarpeaykrassl C 6771 (roMO3UTrOTHYIO), TOMOLIMCTEHH, (PaKTOP
VIII, ¢paxrop XII, rmuko3uikepamMu] (HEAaBHO OMUCAH Kak TpoMOopminyeckuii nuaexc). Hu mo
omHoMy (hakTopy, kpome (aktopa VIII, n3 mepeunciaeHHBIX BBIIIE, CPABHUBACMBIC TPYIIIHI HE
paznuuanuck. Panee T. Koster u coaBt. [16] Toxke otmeTmiu ponb (aktopa VIII u ero cBs3s ¢
dbakropom Bumnebpanma y 6ompHbIX BB ¢ TpomOo3zom riybokmx BeH. B wmeta-anamumze J.C.
Chambers u coasr. [17] cymmupoBaB aHHble 27 HcCIeI0OBaHUMN, TIOKA3aJl, YTO MYyTAIlMH B T€HE
daktopa V (Jleiinena) accOuupyroTCs C TPOMOOTHYECKUMHU OCJIOKHEHUSIMH TIPEUMYIIECTBEHHO
y TYpPEIKUX NallMeHTOB.

N3BectHast acconmarusi Tpom6030B ¢ adJI mocnykuiaa OCHOBaHUEM ISl ONPENEICHUs X
BO3MOYKHOH CBSI3HM C COCYIUCTHIMH HapymeHussMHu y 6oibHbIX bb. Panee namu [18] mpu obcie-
noBanuu 35 6onpHBIX Bb HU3Kono3utuBHbIe ypoBHU aKJI 3apeructpupoBanst y 7 (20%). Jlums
y 2 60bHBIX ¢ MOBBIIEHHBIM ypoBHeM aKJI 6butn TpomMOodneduts. M, Hao60poT, cpenu naru-
€HTOB ¢ TpoMOO03aMU He BBISBISUIUCH MOBbIIeHHBIe TUTPHI aKJI. B Toke BpeMsi, B 0AHOM U3 1O-
CIIETHUX CHCTEMATHYeCKHX 0030poB ¢ Mera-aHanm3oM M.A Islam u coaBt. [19] moka3ano, 4to
BEPOSITHOCTh BBISBJICHUS HU3KUX M yMEpeHHBIX ypoBHer adJl cpemu OonpHBIX BB 3Haummo
BBIIIE 1O cpaBHEHHIO cO 310poBbiMH: aKJI — B 12 pa3 (orHomenue mancos (OL)=12,1, 95%
noBepuTenbHbId WHTEpBan ([AW): 5,15-28,41, p<0.00001), a-B2-I'TI-1 — B 23,6 paza (Olll=
23,57, 95% 1AU: 1,31-423,63, p=0,03), BomuaHoyHOro aHTUKOAryiasHTa — B 14 pa3 (Oll= 13,77,
95% JAU: 0,65-293,59, p=0,09). Kimmandeckoe 3HaueHue no3utuBHOCTH 1o adJI mpu bb no
KOHIIa HE SICHO, OJTHAKO MPOCIIECKUBACTCS €€ YeTKast CBA3b C TPOMOOTHYECKUMHU OCIIOKHEHUSMU;
PAIOM HEBPOJOTHYECKUX MPOSBICHUM, TaKMX Kak rojioBHas 0ouib, anmucunapoM, KH; anurens-
Hoii Tepanuet 'K n uarnéburopamu ®HO-a.

3acimyxuBaeT BHUMaHus runote3a M. Leiba u coaBt. [13] 0 Bkiage IUCIUNUIEMUAN B TPOM-
6000pa3zoBanun npu bb. ABTOpEI NojaratoT, 4To psit GakTOPOB — TUIMEPXOJIECTEPUHEMUS, TIO-
BBIILIEHUE YPOBHS CBHIBOPOTOYHOTO JIMIOINpPOTEHHA (a) M CHUXKEHHE B IJIa3Me KOHIICHTPAIUH
[JIMKO3WIIKepamMuia (HeMTpaabHBIN TIIOKOCHUPHUHTONUIINA) aCCOLUUPYETCS C TPOMOOTHYECKH-
MU TEHACHUUAMU. BO3MOXKHO, UTO JTUMONPOTENHBI HU3KOW MJIOTHOCTH YCUJIMBAIOT KOHBEPCHUIO
npoTpoMOuHa B TpoMOUH npu ydyactuu X ¢akropa. [loBblenue copep:kanus JIUIOMPOTEHHOB
OUYEHb HU3KOM MIIOTHOCTH M CHI)KEHHE KOHLEHTPALUHU INIMKO3WIKEpaMUI0B YBEIHNUNBAIOT TeHe-
pauuio TpoMOuHa, (GOPMHUPYs MOBHILIEHHYIO MPOKOATYISIHTHYIO aKTUBHOCTh M TIO3)KE CHUXKas
AQHTUKOAryJIsSIHTHYIO aKTUBHOCTG. JIumnomnporenH (a), O4eBUAHO, KOHKYPUPYET C MIIa3MUHOTEHOM
B CHJIy MX CTPYKTYpPHOH TOMOJIOTUYHOCTH. B mTOre MOBBbINIEHHE KOHLEHTPAIMH 3THX KOMIIO-
HEHTOB MOXET IMPUBECTH K CHIKEHUI0 (pulOprHoian3a. M3paunsckue uccieaoBaTeau ¢ IoMOIIbIO
MHOT0()aKTOPHOTO PErpecCHOHHOTO aHajin3a, MOKa3ajH, YTO YPOBHHM TPUTIHUIIEPHIOB U amo-
C1ITI okazanuch JIy4IIMMHA MapKepaMH, aCCOIUUPYIOIMMEU ¢ TpoMO030M 001pHBIX BB [20].

BeHno3nbie TpoMO03bI

70% Bcex Tpom6030B npu bb — 3T0 TpomM0O03 TITyOOKHUX BEH HIKHUX KOHEUYHOCTel [9]. Be-
HO3HBIE TPOMOO3BI XapaKTEepHBI A MojoAbix MyxuuH ¢ bb. HambGonee wacto mopaxkarorcs
OenpeHHbie (TOBEPXHOCTHBIC, TITyOOKHE M 00IINE) U MOJKOJICHHBIC BEHBI, BEHBI TOJICHHU, HAPYK-
HbIE IOJIB3/IOIIHBIE U OOIIMe MOAB3/OUIHbIE BeHBI. J[1s1 BeHO3HBIX TpoMO030B npu bb xapak-
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TEPHO ABYCTOPOHHEE MOPAKEHUE, YACTBIE PELIUIUBBI U CBA3aHHASI C ITUM IUIOXas peKaHaIN3a-
sl TPOMOOB U 0OJIBIIIOE KOJMYECTBO KoJultarepaniel. PeruanuBupyroliee Te4eHHe, BOBICUECHUE
MHOTHX BEH, a TaK)Xe HeaJ[eKBaTHAass MMMYHOCYIIPECCUBHAS M QHTHKOATYJSIHTHASI TEPAINUs BBI-
3BIBAIOT TSDKEJIBIA MOCTTPOMOOTHYECKHI CHHIPOM, COITPOBOXKIAIONINICS 00pa3oBaHuEeM Tpodu-
YECKHX 513B TOJICHEH y MOJIOBUHBI NanueHToB bb ¢ BeHo3HbIMU Tpombo3amu [21]. BaxxueiM 1ua-
THOCTUYECKUM METOJOM IpH TPOMOO3€ BEH HIKHUX KOHEUHOCTEH SBISIETCS YIbTpa3ByKOBas
nomrieporpagusi.

Crnenyer noMHuUTH, yTo Bb siBiIsieTCst 071HOM M3 OCHOBHBIX MPUYUH TPOMOO3a CUCTEMbI HHXK-
Heil (HIIB) u Bepxneit (BIIB) nonbix BeH. B Toxe Bpems Ha ux goito npuxonutcs 8-9% Bcex
Tpom6030B nipu bb. Y manuentos ¢ Tpom60o30M BIIB HabmomaeTcst oTek U MaHo3 JIKIIA, e U
BEPXHUX KOHEYHOCTEH, a Tak)Ke BBICTYMAIOIINE BEHO3HbIE KOJUIATepaid B OOJIACTH, JPEHUPYE-
Mot BIIB. PenumuBupyromiee TedeHHUe BCTpEdaeTcsl peako, eme pexxke tpom6o3 BIIB moxer
OCJIOXKHSTHCS TUIEBPAJIBHBIM BBIIIOTOM, XMJIOTOpakcoM U pubpo3zom cpenocrenus [22]. Kommb-
I0T€pHasi TOMOrpa(usi ¢ KOHTPACTHBIM YCUJICHHEM U MarHUTHO-PE30HAHCHAas aHruorpagus siB-
JSIOTCS TPEANOTITUTEIFHBIMA HEUHBA3UBHBIMH METOAAMH BH3yalW3alldd sl JUArHOCTUKH
tpombo3a BIIB [23]. HIIB pa3neneHa Ha Tpu aHATOMHYECKHE YACTH: TIOJMECYEHOYHYIO, TIeUe-
HOYHYIO M HaJIle4eHOUHYI0. TpoMOO3bl BeH NMEeYeHH M HAANECYCHOUYHBIX BEH MPUBOIAT K Pa3BH-
tuto curapoma bamna-Kuapu. Tpom603 noaneuenounort wactu HIIB wacto accomuupyercs ¢
TpoMOO030M TITyOOKHX BEH HM)KHUX KoHeuHOocTed. [Ipu Bb nBycroponHuit Tpom603 obuieii Oex-
peHHo BeHbl MpUBOIUT K 50%-HOMY yBEIMYEHHIO pHCKa TPOoMOO3a MOJB3AONIHONW BEHBI U
20%-n0oMy pucky Tpom6Oo3a HIIB [21]. Kimanyeckumu nposiBneHussmu tpom6o3a HIIB moryt
OBITH OOJIU B KHUBOTE, ACIIUT, BAPUKO3HO PACHIMPEHHbIE BEHBI MTEpeIHEl OPIOIIHOM CTEHKH, OTEK
MOIIOHKHU U UG Y3HBII OTEK HIKHUX KOHEYHOCTEH.

Hecmotps Ha 10, uTO Bb cunTtaercs onHoil n3 Beaynux npuunH cuaapoma bagna-Kuapu B
peruoHax, rae 3aboneBanue siBisercs dHAeMUUHBIM (9-13%), B enmom cunapom bamna-Kuapu
ABIISIETCS PEIKUM COCYIUCTBIM mposiBiieHueM bb (2-4%) [9, 24-26]. Oana u3 caMbIX OOJBLIMX
koropt nauueHToB bb ¢ cunapomom banna-Kuapu onucana typenkumu aBropamu — 61 dyenoBek
u3 32 peBMarosiorudeckux 1eHTpoB Typruu, Habmogasmmxcs ¢ 1990 mo 2017 rox [27]. V atux
NaIMEeHTOB, KaK MPaBUJIO, OTMEYAeTCsl Oosee TsKeloe TedeHue OOJe3HU ¢ MpPU3HAKAMU Iede-
HOYHOM HEJIOCTAaTOYHOCTH, TAKUMHU KakK >KeNTyXa, SHledaaonaTus, CrjieHOMeraius, THIepcIuie-
HU3M U KpOBOTEUEHHE M3 BAPUKO3HO PACUIMPEHHBIX BeH mnuuieBoja. Cyuraercs, 4ro cCMepT-
HOCTh TaniueHToB ¢ TpoMOo30M HIIB moxeT coctaBisate 60% B cpennem depes 10 mecsies mo-
cJie TIOCTAaHOBKHU JIMarHo3a, a MpUUYMHaAMHU CMEPTH OOBIUHO SBJISIOTCA NeueHOYHas HIedanona-
THS UM MAaCCUBHOE KPOBOTEUEHHUE U3 BAPUKO3HO PACHIMPEHHBIX BEH. Y MAIlEHTOB C XOPOIINM
KOJIJIATePaJIbHBIM KPOBOOOPAIIEHUEM BO3MOXKHO TaKkKe OECCUMITOMHOE TEUeHHE CHUHApPOMA
banna-Kuapu, 6e3 npu3HakoB aciuTa WM KaKUX-ITHO0O APYTUX CHUMIITOMOB, CBSI3aHHBIX C Iede-
HOYHOM HenocTaToYHOCThI0. CMEpPTHOCTH B 3TOM TpymIe, Kak MpaBwilo, He npesbimaeTt 10-
14,8% [27, 28].

IMopaskenue aprepuii

[Topasxenue aprepuii xapakrepHo st 1-18,5% 6onbubix bb, B cpeanem — nmst 5% [8, 29].
Bo3moxHO 11Ba BapuaHTa MOpPaXXEHUsS! apTepUil — OKKIIIO3MSI U aHEBpU3Ma. AHEBPU3MBbI BCTpE-
YaroTcs 3HauuTeNbHO vaie (65%), yeM okkio3uu (35% apTepHalibHbIX MOPAXKEHUI) U MOTYT
OTIPEeNIeNAThCS Y OJIHOTO M TOTO K€ ManueHTa. TpoM003 BETBel JISTOYHOI apTepuu BBIABISECTCS
y 0,2-12,6% 6onpubix Bb 1 cuntaercs ogHON K3 BaXKHBIX IPUYMH CMEPTH 3TUX MalMeHTOB. OT-
MeueHa accolMalus NopaKeHHs BeTBEH JIeroyHO apTepun y 6oabHBIX bb ¢ nepudepniyeckumu
BEHO3HBIMH Tpombo3amu [30]. ApTepualibHasi OKKJIIO3USI MOXKET OBITb OSCCHMIITOMHOMN WIIH
NPOSIBIATHCS CUMITOMaMH MILIEMHH 30HBI opakeHus. Y 6onbHbIX Bb ¢ aprepuanbHOil okKIIIO-
3Mel OMuCaHbl TAKHE CMIITOMBI, KaK OTCYTCTBHE IyJIbCa, MEPEMEKAIONIasi XPOMOTa WM JIaXKe
raHrpeHa KOHeYHOCTEH, TeMUIUIErus, OCTPhId UH(MAPKT MHUOKapaa, 00yCIOBICHHBIN OKKITIO3UEH
KOPOHApHOM apTepuu, MH(APKT KUIIICUHUKA BCIEACTBHE TPOMO03a OpbhkeeyHoM apTepuu [31].
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AHeBpu3MBbI Yaiie GOpMHUPYIOTCS B OPIOIIHON aopTe, OCAPEHHBIX, TIOJIKOJIEHHBIX U COHHBIX
apTepusax. ApTepun HIHKHUX KOHEYHOCTEH MOPAKAIOTCA Yalle, YeM BEpXHHMX KOHEYHOcTell. B
omuue or aprepunta Takascy, rpyaHas aopra npu bb nopaxaercs penko. Ilopaxenue kopo-
HapHBIX apTepHil, BUCIIEPAIBHBIX APTEPUIA U MO3TOBBIX apTepUidl BCTpedaeTcs Hevacto [31].

Knunuyeckn aneBpu3Mbl nepudepudeckux apTepuil MposBISIOTCS B BUIE OOJE3HEHHBIX,
TUIIEPEMUPOBAHHBIX, MTYJIbCUPYIOLIMX Macc, YTO IOMOTaeT AUarHOCTUPOBAaTh UX HA paHHEH cTa-
muu. Kak mpaBuiio, OHM HE BBI3BIBAIOT AMCTAIbHON UIIEMHUH, HO MOTYT pa3opBaThCsl, YTO MpPH-
BOJIUT K MACCUBHOMY KpPOBOTE€UCHHIO. B OonbIMHCTBE CBOEM nepudeprudeckre aHeBpU3MbI U
bb - »T0 MemkoBHAHBIC (CAaKKYJSPHBIC), IEPPOPUPOBAHHBIE TICEBAOAHEBPU3MBI C TPOMOO30M
nuiau 6e3 Hero. B oTinuyre ot aneBpu3M nepudepruuecKux apTepuil, aHeBPU3MbI OPIOIITHON a0OPTHI
YacTO JUArHOCTUPYIOTCS Ha MO3JHHUX CTaIMsIX, MOCKOJbKY MX HecHeun(puyeckue CHMIITOMBI,
TakHle Kak 0oJib B CIIMHE WK OOKYy, AMCKOM(OPT B KUBOTE M 3ar0p, YaCTO MHTEPIPETUPYIOTCS
KaK CBs3aHHbIC ¢ IpyruMu npuunHamu [32]. B cioydae pa3pbiBa aHEeBpU3MbI OPIOIIHONW a0pPTHI
pa3BHUBaeTCs JKU3HEYIPOKAIoIllee MACCUBHOE KPOBOTEUEHHE, KOTOPOE MPU HEOKa3aHWU CBOE-
BPEMEHHON MEIMLMHCKON IIOMOIIM, KaK IpaBWIO, 3aKaHYMBAETCS CMEPTbIO. AHEBpPU3MBI
OpIOITHOM aOPTHI MPEJCTABISAIOT COOOM JIOKHBIC aHEBPHU3MBbI, BO3HUKAIONINE U3 NePEKTOB 3a/-
Hell i OOKOBOI CTEHKH a0pTHI.

Haubonee TUMMMYHBIM KIIMHUYECKUM TPOSIBICHUEM aHEBPU3M JIETOYHON apTepUu SIBISETCS
kpoBoxapkanue (y 90%). Takue cuMITOMBI KaK OABIIIKA, Kalledb U O0JIb B TPy MOTYT OTME-
4yaThCsl KaK Cpe/i MAlleHTOB C aHEeBpU3MaMH, TaKk U Y OOJIbHBIX ¢ U30JMPOBAHHBIM TPOMOO30M
BETBEH JierouHoil aprepun. HekoTopble MccaenoBaTenu 0TMEYaloT, YTo y psaaa 0onbHBIX Bb ¢
MOpaXEHUEM JIETOUHBIX apTepHuil MPU MHCTPYMEHTAIbLHOM 00CIeI0BaHUH BBIABISETCS MOpaKe-
HUE JISTOYHOUN MapeHXUMBI B BHJE y3enKkoB (y 85%), monmocreit (y 47%) U YyIUIOTHEHUH IO TUITY
«maroBoro crekiay (y 45%). [lpuuem B 15% ciiydyaeB 3T U3MEHEHMsI MIPEIIECTBYIOT OpaxKe-
HUIO BETBEH JIETOUHOM apTepHH, SIBJSACH MIPOSBICHUEM MTOBPEKICHUS COCY0B MUKPOLIUPKYJISi-
topHoro pycia [33]. HaubGonee 4yBCTBUTEIHHBIM METOIOM TUATHOCTUKA M MOHUTOPUHTA TTOpa-
xeHus aprepuil y OonmbHBIX Bb sBisercs KT ¢ KOHTpacTHBIM YCHIIGHHEM MM MarHUTHO-
pe3aHaHCcHast aHTHoOTpadus.

Jugpepenyuanvras ouacnocmurka

ITpu mpoBeaenun auddepeHnanIHol JUarHOCTUKN C IPYTUMHU BacKyJIHUTaMU HYXKHO TOM-
HUTb, YTO JIOKAJIU3AIMI aHEBPU3M B KPYIHBIX MPOKCUMAIIbHBIX BETBSIX JIETOUHBIX apTepui, CUn-
TaeTcsl MaTOrHOMOHMYHOU [u1st Bb [34]. Jlerounsle aprepuu MOT'YT TakXKe IOPa)KaThCs IPU ap-
Tepunte Takascy, OJHAKO MPU ITOM BaCKYJIHUTE, B OTINYNH OT bb, cTeHo3 mnn okkIto3ust BCTpe-
YaloTcs Yalle, YeM aHeBPU3Ma, U CErMEHTapHbIe WM CyOCerMEHTapHbIE apTepUH MOPAKAIOTCS
yarie, 4eM J0JIeBbIe U MarucTpajibHbIE JIETOUHbIE apTepuu [35].

[Tpy BO3HMKHOBEHHUH y MAIlMEHTa KPOBOXAPKaHbs HY>KHO TIOMHUTH O BO3MOXHOCTH TyOep-
KyJe3a JIETKHX, TeM 0oJiee, 4TO 3a4acTylo TyOepKyje3 OCOOEHHO pacrnpoCTpaHEH B PEruoHax,
riae Bb saBisercsa sHIeMAYHBIM 3a001€BAHUEM.

Henoonenka yactoro coueranus TpoM003a riyOOKUX BEH HUKHUX KOHEYHOCTEH ¢ mopaske-
HHUEM BETBeH JIeroyHo# aprepun y 00ibHBIX BB npuBOaUT K HENpaBUILHON JHATHOCTHKE TPOM-
0605M0O0IMH JIETOYHOM apTepuu y NAIlMEHTOB ¢ BEHO3HBIMU TPOMOO3aMH M Ha3HAUEHUIO aHTHKO-
aryJsiHOB, KOTOpbIE B Cllyyae TPOMOHWPOBAHUS aHEBPU3M JIETOYHON apTepHH MOTYT NMPUBECTU K
JIeroOYHOMY KpoBoTeueHuto. /[ npoBenenus auddepeHunaibHoro Auaros3a mojae3Hol MOKeT
OBITh BEHTWJIALIMOHHO-TIEP(Y3MOHHAS! CHUHTUTPA(HS JETKUX.

Ilamomopghonocuueckue usmeHeHus NPU ApmMepuaIbLHOM NOPAHCEHUU

Mukpockomnusi TOpaKeHHON apTepuu y 00JbHBIX bb BBISBISET TIIOTHBIN MOHOHYKJICAPHBIN
BOCTIAJIUTENbHBIN HHOUIBTPAT BHYTPU U BOKPYT CTEHKHU COCYAa HapsAIy C HEOBAaCKyJspU3aluei
vasa vasorum. ITH U3MEHEHMS IPUBOJAT K UIIEMUHN ITOPAKEHHBIX apTepui, MPUBOIALIEH K Jie-
CTPYKTUBHBIM HU3MEHEHMSM AJIACTUYHON MIJIACTUHKHU, MBIIICYHBIX KJIETOK M TPAHCMYPAIbHOMY
HEKPO3Y, 3aKaHYMBAIOIIEMYCsl B KOHEYHOM HTOTe 00pa30BaHHEM aHEBPU3M.
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AHEBpU3MBI JIETOYHON apTepuu OOBIYHO TMPEJCTABISIOT COOOM WMCTHUHHBIC aHEBPU3MBI,
OKpYKEHHbIE TUIOTHBIM (pOpPO30M aJBEHTHUIINH, KOTOPbII MPEeJOTBpaIlaeT UX pPaHHUN pa3pbIB.
C nmpyroii cTOpOHBI, TPOMOOTHYECKUE OKKIIIO3MM U PEKaHATH3AIUs Hapsy C OYaroBBIMH KPO-
BOM3JIUSHUSAMH U y4acTKaMu MH(papKTa MOTYT IIPUBECTH K pa3pyLICHUIO CTEHKU cocyda U o0pa-
30BaHUIO IICCBJOAHCBPU3M, B KOTOPBIX OTCYTCTBYCT 3JIaCTUYHAA IMJIACTUHKA.

Taxum o6pazom, y 6osbHBIX BB MOTYyT OHOBpEeMEHHO BCTpeyaThbesi HCTUHHBIE M TICEB0AH-
eBpU3MbI [32].

Ilopaxenue cepaua

[Topaxxenue cepaua npu bb BcTpedaercs penko ¢ yactotor < 5%. OHO MOXKET MPOSIBIATHCS
TpOMOO30M KaMmep cepila, MEepUKapIuTOM, MUOKApIUTOM, SHAOKAPAUTOM C KIIAllaHHOW peryp-
THTAlLUEH, SH10-MUOKapAHaIbHBIM (PUOPO30M, KOPOHAPHBIM apTEPHUUTOM U aHEBPU3MOI CHHYCa
BanbscanbBel [36].

Haubonee yacTto BbIsBisieTcss TpoMO03 KaMep cepAlla, MpeuMyIlecTBeHHO NpaBbix. Kiamna-
HBII anmapar cepAla nopaxaercs peako. Hambosee yacTbIMi KIMHUYECKUMHU CUMIITOMAMHU SIB-
JSIFOTCS TUXOPajKa, KpOBOXapKaHbe, OABIIKA U Kameldb. OOBIYHO 3TO HE BBI3BIBACT JICTOUHOU
TUIEPTEH3UU WM CepACYHON HEeIOCTaTOYHOCTH. JlaHHBbIE BapuaHThI MOPAXKEHUS Cepaua, Kak
MPAaBHUIIO, YCIEIIHO PETPecCHpPYIOT Ha (hOHE aKTUBHONM UMMYHOCYIPECCHBHOW Tepamuu Oe3
Ha3HAYEHUS aHTUKOAryJIsHTOB [37].

Cpenu 560 oOcnenoBaHHBIX HamMH OOnbHBIX BB mopaxkeHnue cocynoB BbISBICHO y 99
(17,7%). Tpeobmagaronmu ObUTH BeHO3HBIE TpoMO03bl (y 87 (15,5%) mamueHTOoB). ApTepu-
anbHble TpoM0O03bl BeTpeuanuch y 11 (1,96%) OonbHBIX, apTepUalibHble aHEBPU3MBI - y 4
(0,7%). Cpenu cepbe3HBIX COCYIUCTBIX OCIOKHEHUH OBLI TPOMOO3 BEHO3HBIX CHHYCOB T'OJIOB-
Horo mo3ra y 11 (1,96%) u tpom603 xamep cepaua — y 2 (0,4%) nanuenTtos. Yactora cocynu-
CTBIX HapYIICHUIA, 110 HAITUM JaHHBIM, OJIM3Ka K TAKOBOW B Ipyrux perunoHax mupa. Cpemau 00-
CJIEIOBaHHBIX HAaMH OOJIbHBIX TPOMOO3BI ACCOLUHMPOBAIUCH C MOJIOJIBIM BO3PAaCTOM OOJIbHBIX U
MY>KCKHM TIOJIOM, OCJIOKHEHUS TOCTOBEPHO YaIlle Pa3BUBAIKCH y MYXKUHH, YTO TAKXKE COTIACY-
€TCs C UMEIOLIUMHUCS B JINTEPAType CBEICHUSMHU.
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3.8 APYTUE ITPOABJIEHMA BOJIE3HU BEXYETA

IHopaxkeHue nmouex

B oTnuume oT Ipyrux cUCTEMHBIX BACKYJIMTOB MOYkd npu bb BoBiekaioTcs B mporiecc
penko. OnucaHsbl CleyIONIe BApHAHThI MOPAXKEHUs ToYeK B paMmkax bb: 6e3cumntomHas rema-
Typusi/ IPOTEUHYpHUsI, TIIOMEpYJIOHEeDPUT, aMUIION103, TOKCHYECKast Hedporatust Ha (poHe Tpu-
ema [IcA.

[TepBoe onucanne MOYEYHON CUMITOMATUKH OTHOCAT K 1963 1., KOorga sSimoHCKUE aBTOPHI
o0paTwiIM BHUMaHUE HA MPOTECHHYPUIO MM MUKporematypuio y 13 u3 65 6onsubix Bb [1]. Hc-
cinenoBarenu u3 ['perun [2] coobmmmm o 6onsHOM BB, y KOTOpOro mpu OWoONCHU TOYKU ObLT
oOHapy>keH nponaupepaTUBHBIN IIIOMepYIoHePpUT ¢ oTiaoxenueM IgA n IgM nmmyHornooymu-
HOB. AHQJIOTUYHbBIEC ONTMCAHMS JAIOT U APYTrUe aBTOPHI [3, 4].

CrenmanbHOE MCCIIEOBAaHUE IO BBISABICHUIO MOYEYHOM MATOJOTMM ObUIO MPOBENIEHO B
Upane [3]. U3menenus B moue nipu bb Obun o6Hapyxensl y 10,8% u3 4704 obcnenoBaHHBIX
OOJBHBIX B BUJIE MPEXOSIINUX MPOTEUHYPUH, TEMATYPHUH WK Jeikouutypun. Tonpko 14 601b-
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HbIX Bb nmenu croiikue n3MeHeHus B Moue, MOTPeOOBABIINE MTPOBEACHUSI OMOTICHH TTOYKH C -
arHOCTUYECKOU I11eibi0. [Ipr 3TOM Me3aHTHaNbHBIA TJIIOMEPYIOHEPPHUT OBbLT BBISABICH Yy 3, ¢o-
KaJbHBIN — y 5, muddy3HbIA npoaudepaTuBHbIi — eme y 5. AMHION 103 00HAPYXKEH TOJIBKO Yy 2-
X O0onpHBIX BBb. ABTOPBI MOMUEPKUBAIOT PEIKOCTh MOpaXKeHus mouek npu bb u ero, kak npaBu-
J10, HECTOMKHI XapakTep.

BwmecTe ¢ TeM cerogHsi HaKarIMBalOTCS CBEJECHUS O MOPAXEHUHU IMOYEeK Y 0oNbHBIX BB,
OCHOBaHHbIE Ha MOP(OJIOTHUECKUX U3MEHEHUsAX. TakK, THCTOJOTHUECKUE HCCIeI0OBaHUs OHoIITa-
TOB mouyeKk 0onpHBIX Bb cBUIETENHCTBYIOT O BO3MOXKHOCTH Pa3BUTHSI OCTPOTO TJIOMEpYJIOHE-
¢dputa, Tuddy3Horo npoiaudepaTuBHOTO U HOKAIHLHOTO TIIoMepylioHedpuTa [6, 7].

NmMmyHOBII00pecieHTHOE HcclieloBaHue TeMOHCTpupyeT otinokeHue IgA, IgG u IgM
uMMyHOTII00ynuHOB U C3-C4 KOMITIOHEHTOB KOMIUIEMEHTA B Mo4kax 0osibHbIX bb [8].

Baxxnoli mpencrasnsercs u npobdiema amuiono3za npu bb. OgauM u3 mepBbIX HA 3TY
narosnoruto odparun BauManue N. Dilsen B 1988 r. [9]. [Ins Bb xapakTtepen aMuiion1o3 Tura
AA. Berpeuaercs oH y 0,01-4,8% manueHTOB, MpeMMyIIECTBEHHO B cTpaHax CpeauzeMHOMOp-
ckoro 6acceiina u bimxnero BocToka, accoruupyercst ¢ mopaxxeHueM cocy1oB u cycrasos [10,
11]. OCHOBHBIM KJIMHUKO-Ta00PATOPHBIM MPOSBICHUEM aMHUJIOHU103a TTOYEK SBISICTCS HEPPOTH-
YEeCKHii CHHIPOM ¢/ 63 TOYeYHON HeI0CTaTOYHOCTH. | eorpaduyeckas mpeapacnoIoKeHHOCTD K
pa3BuTHiO amuiono3a rnpu bb nmobyauna x vccneaoBaHuAM, KacaloUIMMCs pa3iMYHbIX TeHETH-
4ecKuX (PaKTOpOB, KOTOPBIE MOTYT 3TO OOBSCHUTHh. B 4acCTHOCTH, OBUTH BBISBICHBI HECKOJBKO
mytanuii reHa MEFV, Bxmtouas romo3zurotasie M680I [12], a Taxke moauMopdru3Mbl reéHa aMu-
nouna A, takue kak SAA1 rerotun o/a [ 13], HO UX KIMHHYECKOE 3HAYCHHUE OCTACTCS HE SICHBIM.

B nutepaTtype onucaHbl Takke ciydyau MOPaK€HUs COCYAOB Mouek (TpomM003 apTepuil u
BEH, aHEBPU3MBI MMOYEUHBIX apTEpPUii), aCCOLMUPYIOUIUECS C MOYEBBIM CHUHIPOMOM, apTepHallb-
HOU TUITEpTEH3HEH 1 HapyleHneM (yHKIUU 1ovek [14].

MuenoaucIacTH4ecKuii CHHAPOM

Muenoaucmnactuaeckuit cuaapom (MJIC) oTHOcuTCS K HanboJiee 9acThIM TeMaTOIOTH-
yeckuM 3aboneBanusM, accouuupytomumes ¢ bb. MJIC npencraBnser coOoit rpymimmy rerepo-
TeHHBIX KJIOHAIBHBIX 3a00JI€BaHUN, XapaKTePU3YIOIUXCs LIMTONIEHNEH nepudepruueckoil KpoBH,
JUCIUIa3ue KOCTHOTO MO3Ta M PUCKOM TpaHC(hOpMaIUU B OCTPBIN JIEHKO3.

N3zBectro, uro 10-30% mamuentoB ¢ MJIC moryt MaHu(pecTUpOBaTh CUMITOMaMHU pa3-
mnunbix UBP3, takux kak CKB, PA, CnA, cucremnusie BacKyauThl, B ToM uncie bb [15, 16]. B
oonpmmmHCcTBe cnydaeB M/IC, acconmupoBanHbiii ¢ Bb, nposiBisiercss HemoHpIM BapuaHTOM bb,
Yarie — CIU3UCTO-KOKHBIMHU U JKEITyI0YHO-KUIIICUHBIMUA cUMIITOMaMHu. [lopaxxeHue rina3 u mosu-
tuBHOCTH 110 HLA-B5(51) anTureny He xapakTepHbl JJis 3TUX MainueHToB. HekoTopsie aBTOPHI
CUMTAIOT, YTO OoJiee MPaBUIBHO KiIaccuduuupoBath Takux 00abHBIX Kak M/IC ¢ mapaneoruia-
CTMUYECKUMH ayTOMMMYHHBIMH NPOsSBICHUAMH, Tono0HbIMH BB, a He kak bb, acconnnpoBannyio

¢ MJIC [17].
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3.9 BOJIE3Hb BEXYETA 1 BEPEMEHHOCTb

Ceenenus o BIUSHUU OepeMeHHOCTH Ha Bb 1 Ha000pOT HEMHOTOYUCIICHHBI U, BO MHO-
rom, mpotuBopeunBsl. CornacHo uccnenoanuio J. Jadaon u coarrt. [1], B KOTOpOM IpoaHaIH3H-
poBaHbl COOCTBEHHbIE M JIUTEPATYpHbIC JaHHbIE, OEPEMEHHOCTh Yallle HE OKa3bIBAE€T BPEIHOIO
BiIUsHUA Ha TeueHue bb u, B 57-70% ciyyaeB MOXET yJlydlIUTh €€ Te€UEHHE. JTO KacaeTcsl Kak
nepuoga OEpeMEHHOCTH, TaK M MociaepofoBoro mepuoaa. OnHaKoO, B OTJIIMYUE OT 3J0POBBIX
JKEHIIWH, y TanueHTok ¢ bb 3HaumMo BhIlie yacToTa HEeBBIHAIIMBaHHS OepeMeHHOCTH (6,6%
npotuB 20,8%, p=0,02), pasznuusbix ocnoxkHeHUil OepemenHoctu (1,85% mporus 26,2%,
p<0,001) u xecapeBa ceuenus (5,2% mnpotus 14,7%, p=0,021). B Toxe BpeMsi HEOHATaIbHbIE
UCXOJbl y manueHTok ¢ bb B 1eixoM xopome u He OTIMYaloTCs OT 3I0POBBIX JKeHIIUH. Cxoa-
HbIE pe3yNbTaThl ObUIM MOTy4YeHbl B padote T. Barros u coasT. [2]: o0octpenue Bb Bo Bpems Oe-
PEMEHHOCTH OTMEUEHO y 32,6% KEHIIMH; HE OTMEYEHO Pa3HUIIBI IO CPABHEHUIO CO 3J0POBBIMHU
JKEHIIIMHAMU B OTHOIIICHUU YaCTOTHI MPEKICBPEMEHHBIX POJIOB, TECTAIIMOHHOTO JAUadeTa U Impe-
SKJIAMIICUH; 3HAYMMO 4aile y nanueHToB ¢ bb BcTpewanuch HeBbIHamIMBaHUWE OepeMEHHOCTH
(24,5% mporus 0, p<0,001), 3anepkka pazpurus mwiona (13,3% npotus 1,0%, p=0,011) u BbI-
noJIHsI0Ch KecapeBo ceuenue (43,2% npotus 20,4%, p=0,007).

[MonynsmonHoe uccnenoBanue ucxonos 6epemennoctu ¢ 2001 mo 2012 r.r, npoBeseH-
Hoe Ha TaliBaHM, BBISIBUJIO, YTO XCHIIMHBI ¢ bb nMeroT Gosee BRICOKMI PUCK pa3BUTHS TOCIIE-
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POJIOBBIX HapylieHUH Mo3roBoro kpoBoooOparmierus (OP=12,08, 95% JIM (1,7-85,9)) u recranu-
onHoro auadera (OP=1,89, 95%/1U (1,1-3,25)) o cpaBHeHUtO co 3M0poBbiMU [3]. CxomHOE HC-
cienoBanue B CIIIA mokazano, 4ro y >keHIIuH ¢ bb Obu1 BbIIIEe pHCK MPEXKIEBPEMEHHBIX POIOB
U TIOCJIEPOIOBON BEHO3HOM TpoMO03MOOIINH, B TO BpeMsl KaK MX HOBOPOKJIEHHBIE Yallle POXKaa-
JIMCh HEJOHOIICHHBIMU [4].

Pa3znuune Bo BnusiHUM OepeMEHHOCTH Ha akTUBHOCTH BB MoeT ObITh CBSI3aHO C BbIpa-
KEHHOCTHI0O MMMYHOJIOTMUECKAX W TOPMOHAIBHBIX HM3MEHEHM, BBI3BAaHHBIX OCPEMEHHOCTHIO.
CymiecTByeT MHEHHE, 4TO Tipeodiaganue pemuccuii bb Bo Bpems 6epeMeHHOCTH MOXKET OBITh
00yCIOBJIEHO (DU3MOTOTUIECKOW MMMYHOCYIpeccHell, BEI3BaHHON OepeMeHHOCThI0. bepemeH-
HOCTb aCCOLMUPYETCS C MOJIaBICHUEM I'YMOPAJIbHBIX U KIETOYHO-OMOCPEIOBAaHHBIX HMMYHOJIO-
rU4ecKuX (PyHKIUN, HEOOXOUMBIX ISl pa3MEICHHs i COXPaHEHUs 3apoibiiia (OTIIOBCKOTO MO-
JyaJJIOT€HHOTO 3MOPHOHAIBHOIO TPaHCIUIaHTaTa). bbllo Moka3aHo, YTO BBICOKUN YPOBEHb ICT-
poreHoB, HabIIOJaeMbIil BO BpeMsi 0EpEeMEHHOCTH, OKa3bIBaeT NBYX(a3zHOE JT0303aBHCHUMOE BITH-
SHHE Ha UMMYHHBIE pEaklMU, NPU 3TOM Ooyiee HU3KHE YPOBHHU YCHIIMBAIOT, a Oojiee BBICOKHE
YPOBHU MHTUOHPYIOT CIIENU(DUUECKYI0 UIMMYHHYIO aKTHBHOCTh. TaKkne TOPMOHBI KaK MPOTECTe-
POH, XOPMOHUYECKUN TOHAZAOTPOIUH U OeTa-(heTOoNnpOTeUH TakKe€ MOTYT BBI3bIBATH HMMYHOCY-
Ipeccuio BO BpeMsi OepeMeHHOCTH. MIMMyHOCympeccun Bo BpeMsi OEpeMEHHOCTH MOXKET CIIO-
coOCTBOBaTh (PU3UOTOTUIECKOE CHIIKEHHNE XEMOTaKCcHca HEUTPOPHUIIOB U CIIOCOOHOCTH MX K aJI-
re3uH, a TaKXKe CIIOCOOHOCTH K (P OPMUPOBAHHUIO ayToaHTUTEN. [laToreHe3 TpoMO0IMOOTUIECKIX
OCIIOKHEHUH y OepeMeHHbIX narueHTok ¢ bb 10 koHma He u3ydeH. Pe3ynbrarsl uccienoBanuii o
ponu TpomOoduIuecKkux GakTopoB, Takux kak 6enok C, 6enok S, adJI u myranuii ¢paxtopa V
(Jletimena) kpaiiHe npoTuBOpeunBbl. OHAKO JBA JOTOJHUTEIBHBIX (PaKTOpa MOTYT OOBSICHUTH
BBICOKYIO YaCTOTY BBIKUBIIICH U OCIOXKHEHUN OepeMEeHHOCTH y nauueHToK ¢ bb; mepBsiii - 310
HapylieHne (QyHKIUU COCYAUCTHIX SHAOTENUATIBHBIX KJIETOK, @ BTOPOU - HaJU4ME aHTUIHIIOTE-
JTUATbHBIX aHTUTEN B CIBOPOTKE NanueHToB ¢ bb [1].

O4eBHIHO, YTO CYILIECTBYIOT 3THUYECKUE PA3IUYUs B OCOOCHHOCTSAX T€UEHUS OepeMeH-
HOCTH/ POJIOB M WX BIHSHHS Ha TedeHue bb, oqHako, HECMOTPS Ha OTCYTCTBUE OOJBIIUX IMPO-
CHEKTUBHBIX MCCIIEIOBAaHUM, MOCBSIIEHHBIX 3TOMY BOIIPOCY, MOXHO CZeNaTh BBIBOJ, UYTO Oepe-
MEHHOCTh HE OKa3bIBaeT BPEIHOTO BIUSHUS HA TeueHUEe bb U, BO3BMOXXHO, MOXKET yIydlIUTh €€
Te4YeHue, B To Bpems kak bb MoxeT oTpuiareabHO MOBIUITH HA OEPEMEHHOCTD U €€ UCXOIbI.
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3.10 BOJIE3Hb BEXUETA V JETEU

Honrue roas! Bb cunrtanace yuactsio B3pocisix, ¢ 1965 mo 1990 r.r. coobuieHo Ob110
mumib o0 35 cnydasx bb ¢ roBernmibHbIM HauanoMm (KOBB). B mocnegnue roasr uucino Hadmroe-
Huit bb y nereit, cooburaembix kak KOBb mnu neguarpuueckast bb, yBenuuunock, 4To, BO3MOXK-
HO, OOYCJIOBJICHO M JIy4IIIUM pacrio3HaBaHueM 3Toro 3aboneBanus [1-6]. Tepmun KOBb oTHO-
CHUTCA K B3pPOCIIBIM MAaLMEHTaM, Y KOTOPBIX TIEPBbIE CUMIITOMBI 00JI€3HH MMOBUIIMCH B JIETCTBE, HO
OCHOBHBIE MPOSBJICHUS, COOTBETCTBYIOIIKNE Kputepusim bb, pazBuinuch Bo B3pociioM Bo3pacte. O
nenuatpudeckoii Bb roBopsT B TOM citydae, ecnu y pebenka ormeuaroTcst cumntomsl bb, coot-
BETCTBYIOIINE MEXIYHAPOAHBIM KPUTEpPUSIM 3a00JeBaHus 7] Uiau neguaTpuyeckuM Kiaccudu-
kainmoHHbIM KputepusiM bb [8] B Bo3pacte no 16 ner. [1o nocneanum nanusiM 2,5-4,5% nanu-
eHTOB ¢ bb MOTHOCTBIO COOTBETCTBYIOT KpUTEPHUSM 3a00I€BaHUs YKe B 1eTCTBE [9].

Juarnoctuka bb y nereil JOBOJIBHO CI0KHA, B CHILY TOTO, YTO OT IEPBBIX IPU3HAKOB 3a-
OoseBaHMUs 10 Pa3BUTHSA CHMIITOMOB, MOJHOCTHIO OTBEYAIOIIUX MEXIYHAPOJIHBIM KPUTEPHUSIM
bb, MoxeT npoXoauTh JOBOJIBHO JJIUTENbHBIN NEpUOA BPEMEHHU, B cpeaHeM oT 2 1o 8 net. On-
HAKO OOJIBIIMHCTBO MCCIeIoBaTeNlell 0TMEUaloT, YTO KIMHUYECKas KapTHHA yaile GopMUpyeTcs
Mexay 7 u 13 rogamu xu3nu [4, §, 10, 11].

[lepBeiM cumnTomoMm y 87-98% nereit ¢ bb sBnsercs PAC, y 20-30% 6one3ns nedroTu-
pYeT si3BaMu Ha TeHUTAUSIX, ¥ 5-15% - KOXKHBIMU cUMOTOMAMH U 'y 5% - TUIIMYHBIM TOPAXKEHU-
eMm rnas [1, 6, 10, 12]. OrMeueHo, 4TO y3J0BaTas 3puTeMa Yalle MosBIACTCS B MPEyoepTaTHOM
BO3pAacTe, B TO BPeMs KakK sI3Bbl TEHUTAINI — y mybepTratHoM [5].

Adro3HbIi cToMaTuT XapakTepeH npakruuecku ais 100% nereii ¢ bb. Yame on nposis-
JsieTcss MaJibIMU aTaMu, OOJIbIIHE U repreTU(GOPMHbIE ahThl BCTPEUYAIOTCS PEXKe, a sI3BbI 3aJHEH
CTECHKH TJIOTKH HE XapaKTEepHbI JJIsl AeTed. SI3Bbl T€HUTANINI, BTOPOU IO YaCTOTE CUMIITOM, Xa-
paktepHblil 1yt 26-90% nerelt ¢ bb, npenMyiectBeHHo AeBoyek. [IpumepHO nmonaoBUHA JeTei ¢
bb umerot koxHble nposiBneHust, 20% - nopaxeHue CyCTaBoB IO TUILy MOHO- WJIM OJIUTOapTPUTA
[5]. 'ma3za BoBnekatores B nponecc y 15-70% nereit ¢ bb. Yaie yBeuT BO3HUKAET Y MaJIb4YHUKOB.
[Tpuuem mo 10 jeT oH Kak mpaBUJIO MEpeAHui, a mocie 10 jeT — 3aAHuN U TeHepaTM30BaHHbII
[13]. IIporHo3 B OTHOLIEHUH OCTPOTHI 3pEHMS y I€TEN ¢ YBEUTOM JIydlle, 4YeM Yy B3pocibIxX [14].
[TopaxeHne cocyi0B y JeTel BCTPEUYAETCs PEkKe, UEM Y B3POCIIBIX M XapaKTEPHO MPUMEPHO IS
15%, npeumyuiectBeHHO 151 MaabuuKoB [5]. [Topaxenue [IHC, no HEKOTOpBIM TaHHBIM, CpEIU
nereit ¢ bb BcTpeuaercs naxe yaiie, yeM y B3pocibiX. [10 JaHHBIM TypelKUX aBTOPOB JJIsl I€TEH
¢ bb Gonee xapaktepHo Hemapernxumarto3Hoe nopaxenue [[HC (Tpom003 BEHO3HBIX CHHYCOB
TOJIOBHOTO MO3Ta), a 1Mo AaHHBIM u3 Ppannuu, CaynoBckoil ApaBuu u M3pamns — nmapenxuma-
To3HOe [2, 5, 11, 15-17]. Kumeunsle cMMOTOMBI CpeIN IETEH B TaKuX cTpaHax kak Anonus, Ko-
pest, U3pauns, Typuus BeisaBisoTcs daie (okoso 40%), yem cpeau B3pocibix nanneHToB ¢ bb
[4, 10, 11, 18, 19]. B apyrux pernoHax KuuIleuyHble IPOSBIEHUS Yy JETEH BCTpedaroTCs PElKo, a
UX BBIPAKEHHOCTb OTPaHUYUBAETCS OOJIIMU B JKUBOTE. VICTUHHBIN KOJNUT Cpelu JeTeil oueHb
penoK M Ul MOATBEpKAeHUs AuarHo3a bb TpeGyercs reHernyeckoe TeCTUPOBAHUH, UCKITIOYA-
foree 1eGuIuT MeBaIOHATKMHA3BI WK Tpucomuu § xpomocomsel. Cpeau neteit ¢ bb, Habmona-
fouxcs B ®T'BHY HUMP um. B.A. HaconoBoii npeo6nananu manpuuku (71%), a U3 KInHUYe-
ckux nposiBiieHuid 100% umenn PAC, 71% - A3BbI reHUTaNN, NOPAKEHUE KOXKH, JTUXOPAJKY,
35% - nopaxenue rna3, 29% - nopaxenue ILIHC, JKKT, 24% - nopaxeHue OHOpHO-
JIBUTATEJILHOTO armapara 1 MOJIOKUTENIbHBIN TecT narepruu [20].

Junarnoctuka bb y neten sBiasieTcst OUeHb CII0KHOM 3aa4ell U3-3a HEJOCTaTKa KIMHUYE-
CKHUX CHMIITOMOB, KJIMHUYECKON HEOJHOPOAHOCTH U OOJIBIIOTO YKCIa ayTOBOCHAIUTENbHBIX 3a-
OoneBaHuil B JeTckoM Bo3pacte. B 2016 r. kpymHbBIH MEeXIyHAPOIHBIH KOHCOPIIUYM IKCIIEPTOB
MPEIJIOKUIT TIPeIBapUTENbHbIE KIacCU(PUKAIMOHHbIE KpUTepUn AJis nenuatpuyeckoit bb, koto-
pble ObUTM BHIOpaHBI B JBa 3Tama: MEepBBIN ITal - paccMoTpeHue ciydaeB bb myrem popmuposa-
HUSl KOHCEHCYyca U, BTOPOU — OTOOp KIMHMYECKUX CHMIITOMOB, KOTOpbIE ObUIM B 3HAYUTEIHHON
CTENeHU CBs3aHbl ¢ AuarHo3oMm bb [8]. BHyTpenHss Bamupanus ObUia MpPOBEEHA HA JETCKOU
KOrOpTe€ MalMeHTOB C ayTOBOCHAIMUTEIbHBIMU 3a00J€BaHHUAMH MEXIYHAPOJHOIO peecTpa
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EUROFEVER. Ilennarpuyeckue xkputepun BB COOTBETCTBYIOT MOCIEIHUM MEXIYHApOAHBIM
kputepussiMm bb 2014 1. [7], HO B OT/IMYUMU OT HUX MMEIOT OJMHAKOBYIO OanbHYIO OIEHKY (1
6asur), ¥ manueHT kiaccuduuupyercs kak bb, ecnu y nero 3 unu 6onee 6anos (tabnuna 1).

Tabmuna 1 — Knaccugukanmonnslie kpurepun nenuarpuieckoit bb [8]

CuMiToM Omnucanue bann
Peumnusupyromuii ahto3usiii cromatut | Kak MunuMywm 3 penuanBa/ ron 1
S13BBI TeHUTANNN Tunuyao ¢ oOpa3oBanuem pyoIa 1
[Topaxenue KOXu Hekporuyeckuii pommKymuT, 1

YIpCBUAHBIC BBICHIIIAHUA,
y3JI0BaTast dpUTEMa

[Topaxenue ria3 [lepennuit nunu 3agHUN 1
YBEHT, BACKYJIUT CETYATKHU

Hesponorunyeckue nposiBiaeHus 3a UCKIIIOUEHUEM 1
U30JIMPOBaHHBIX T'OJIOBHBIX 00JIei

CocynucTtbie NPOsIBICHUS BenosHsIit TpoM003, apTepraTbHBIHA 1
TpoM003, apTepuabHas
aHeBpHU3Ma

Jughgpepenyuanvuas ouaecnocmuxa

Kmuanaeckuit penorun bBb mo cymecTBy siBisieTcs ayTOBOCTIATUTENBHBIM, U Pa3JIMYHbBIE
paccTpoiicTBa MOTYT MacKupoBaThes o bb, oco0eHHo y TeX, y KOro mepBble CUMITOMEBI TOSIB-
JIAIOTCA 10 HACTYIUICHHS MOJ0BOM 3pesioctu. Bpaun, auarnoctupyromue bb y oueHb ManeHbKux
JeTeH JOKHBI 0c000€ BHUMaHKE 00palmiaTh Ha MOBTOPSIONIUECS IPUCTYIIBI JINXOPAJKH, BOCTIA-
JIUTENbHBIM KOJIUT U MOBBIIIEHHE 0CTPO(A30BBIX MAPKEPOB B KPOBU U MPOBOIUTH TubdhepeHIn-
ITBHYIO JUATHOCTHUKY CO CIEAYIOUTUMH 3a00ICBaHUSIMHU.

I'annoneoocmamounoco A20

HenaBno Obutu BbisiBIieHB! HOBBIe MyTanuu reHa TNFAIP3 (A20), nacineayeMblie B CeMb-
ax, crpanatromux bexuero-mogoousiM denotunom (Behget-like phenotype), acconuupyrommumes
¢ PAC, sa3BamMu reHuTaNINi ¥ YBEUTOM Y OOJIBIIIMHCTBA MALMEHTOB C SMU301aMH JTUXOpaakH [21].
I'er TNFAIP3 xomupyet 6emok A20, KOTOpBII UTpaeT pojib HETaTUBHOTO perynsaropa myTa NF-
kB. TTanMeHTHI ¢ rarioHeA0CTaTOYHOCTEI0 A20 UMEIOT TSHKENO0e MOPAKEHUE CIUZUCTHIX C PYO-
1eBaHueM, pOpMUPOBAHUEM KOKHBIX a0OCIIECCOB M CKJIOHHBI K Pa3BUTHIO MEPEIHEro, a HE 3a/l-
HET0 YBEUTA U TSXKEJIOro SHTepoKonuTa [22].

Cunopom deuyuma MeBANIOHAMKUHAZbL /T'uneplgD-cunopom (Hyper-
Immunoglobulinemia D-syndrome — Mevalonate-Kinase Deficiency-syndrome (HIDS/ MVKD)

B 80% ciyuaeB nepunut MeBatoHaTKMHA36l MaHU(ECTUPYET HA |-M TOAy KHU3HHU B BUJE
MOBTOPSIFOITUXCS AMTU30/I0B JTUXOPAAKH, JUISIIMXCA 5-15 mHEH, B coueTanuu ¢ ahTO3HBIM CTOMa-
TUTOM, aPTPUTOM U TSDKEIBIM KOJIHTOM. Y MAIMEHTOB YacTO Pa3BUBAIOTCS TSDKEIbIE OaKTepH-
aNbHble MHPEKLIMHU, a MEPBbI MPUCTYI YacTO MPOBOLMPYET MH(GEKIMs, BaKIIMHALIMS, CTPECC,
TpaBMa. BO3MOXHO IOSIBJIICHUE MATHUCTO-NAIYJIE3HOM, YPTUKAPHOU CBINH, Y3J10BATOU 3PUTEMBI
Y TIOJIO’KUTENIBHOTO TECTA MaTepruu. J(narno3 noATBepkKAaeTcs HATMYUEM MEBAJIOHATYpHUH (TeCT
MPOBOJIUTCA HA BBICOTE JIMXOPAJIKH) U T'€HETUYECKUM TECTUPOBAHUEM, C MOMOIIbL KOTOPOTO
MOYHO BBISIBUTH JIB€ HE3aBUCHMbIE MYTAIIMU B T€HE MEBOJIaHATKUHA3KI [23, 24].

Cunopom PFAPA/ Mapwanna (Ilepuoduueckas auxopaoxa, agpmo3snsiii cmomamum, @a-
PpuHeUm U WelHslil AUMpoadenum)

I'enernueckas nmpupoja 3aboneBanusi (KOHKPETHBI MyTaHTHBIN T'eH) He BbisiBieHa. Cpe-
I 3a00JICBIIMX JIeTel MpeoOsafaloT MaTbYMKU. 3a00JIeBaHKE Yallle BCEr0 HAYMHAETCS B BO3-
pacte ot 2 1o 5 ner. Cunapom Mapiania OTINYAeTCs] YeTKONH MEePUOJUYHOCTHIO (heOpHIBHBIX
NpUCTynoB. MIHTepBalibl MEXAy aTakaMu COCTABJISAIOT OT 2 10 7 HeAenb. Co BpEMEHEM MEXIIPH-
CTYITHBIE TIPOMEXKYTKH Y/UIMHSIOTCS. B OONBIIMHCTBE HAOTIOACHHUI MPUCTYIIBI TPOJOIIKAOTCS B
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teueHue 4-8 ner. Bo Bpems (heOpuiIbHOTO MpUCTYIa OTMEYAETCsl MOBBILICHUE J1TAOOPATOPHBIX
MoKazaTeJie BOCTIAIMTENbHON akTUBHOCTH (JieiikonuTo3, COD, CPB). Umeet mecto HeOombIIOE
HapacTtanue koHueHrpamuu IgG, IgA, IgM npu HopmansHOM ypoBHe IgD. Ha ¢one npucrynos
JUXOPAZKA OTMEUAoTCsl aTO3HBIA CTOMATHUT, IMICHHBIM JTUM(POATCHUT, TOH3WLIUT ((HapuHTHUT)

[24].

Tpucomus 8-ii xpomocomol
Accomumpyercs ¢ bexdero-mogo0HBIMU U MHETIOIUCIUIACTHYeCKUM cuHapomamu. [lo-

MOMO PELMIUBUPYIOIINX 3MU3040B JUXOPAIKH, aQTO3HOrO CTOMAaTUTA U 3B FEHUTAIMH Ui
ATUX NALUEHTOB XapaKTEPHO 3BEHHOE NOpaKEHNUE KUILIEYHUKa [25].
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15.

16.

17.
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I''IABA 4
JIABOPATOPHBIE ITOKA3ATEJIN

Crnenuduyeckux 1abopaTopHbIX MapKepoB i nuarHoctuku bb He cymectByer. ¥V 4a-
CTH OOJIBHBIX HAOJIIOJACTCs aHEMHUsl CPEHEH TAKEeCTH, HEUTPODUIBbHBIA JEHKOIUTO3, TPOMOO-
nuTo3. B akTuBHYIO (ha3y OOJI€3HM MOBHIIAIOTCSA YPOBHU ocTpodazoBbix 0enkoB (CPb, HeonTe-
pUH, CHIBOPOTOUHBIM ammionsi A (SAA)), MpOBOCHIANUTENbHBIX [IUTOKMHOB, KaJbIPOTEKTHHA,
COD, peematonaHoro ¢gakropa, ol-aHTUTpHUIICHHA, 02-MaKkporiaoOynuHa U ap. [1-4]. [ToBbima-
€TCs TaKXKe COJIEpKAHHE CHIBOPOTOUYHBIX MMMYHOTTIOOYJIHMHOB, 0coOeHHO IgA, MoxeT ompene-
JSATHCS KPUOTTIOOYJIMHEMUS, HO, KaK MpPaBUJIO, OTCYTCTBYIOT aHTHHYKJICApPHbIE U aHTHHEUTpO-
¢buIbHBIE IUTOIUIA3MATHYECKHUE aHTUTeNa [5].

[ToBbimienne (QexaapbHOrO (HE CBIBOPOTOYHOTO) KaJIBIPOTEKTHHA aCCOIMHUPYETCS C
oboctpenuem kumiednoit gopmer bb. YV 28-49% manmentoB ¢ mopaxkenueM JXKKT BbIBASIOT
anTuTena k caxapomuneram npoxokeit (ASCA (IgA u IgQ)), y 67,5% - antutena kK a-3HONa3e
IgM [6].

Kak 0Op110 ykazano B riaBe 3.7 y MalMEHTOB ¢ TPOMOOTHYECKUMHU OCIOKHEHUsIMU bb
moryT BeisIBIATECS adJl, nepurut 6enkos C u S, anturpom6buna II, myranuu B renax ¢axropa
V (Jleitnena) u nporpom6OuHa (20210A).

[Tpumepno 60% OGonbHBIX mo3uTHBHBI M0 HLA-B5(51), a B HekoTopsIx cTpaHax (fmo-
Hus) - HLA-A10 (26) anturenam. He ormedeno acconmaruu no3utuBHoctd mo HLA B5(51) ¢
KaKUMHU-TH00 KIMHUYECKUMH TpOosiBICHUsIME U TspKecThio bb. TlosutuBHOCTE Mo HLA B5(51)
HE ABJISIETCS TMAarHOCTUYECKUM Kputepuem bb [7].
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I''TABA 5
KPUTEPUUN JUAT'HO3A BOJIE3HU BEXYETA

ITepBble MOMBITKH CO3MaHUs KIIaCCH(PHUKAIIMOHHBIX KpuTepreB Bb Obutn mpeanpuHsTH B
CIIA eme B 1946 1. (H.O.Curth) [1]. B 1969 r. R. Mason u C. Barnes [2] npennoxuiu cieny-

IOIIIE KPUTEPUHU OOJIC3HHU:

Ta6mmma 1 — Kpurepun bb 1969 r. (R. Mason u C. Barnes) [2]

Kpurepuu:

bonpmme S13BBI BO pTY
S13BBI reHuTaNN
ITopaxxenue rnas:
['mnonuoH-yBeut
PerpoOynsbapHblii HEBpUT
[TopaxeHue KOXHu:
ITycrynes
V3no0Baras spurema
MHuorodopMHas spuTema

Marneie Kenmy1nouHO-KUIIIEYHbIE TTPOSIBIICHUS
TpomObodnedur
KapanoBackysipHble POSIBIECHUS
Aptputr

[Topaxenue IIHC

Crnydau 3a00J€BaHNs B CEMbE

JIMarHo3 CUUTAJICS JAOCTOBEPHBIM NPU HAIWYMM TpeX OONBIIMX MPU3HAKOB WM JIBYX
OONBIINX U IBYX MAJIbIX IPU3HAKOB

B 6onee nozaueit knaccudukamuu O'Duffy [3] yBennuuBaercst 4uciio OONBIINX KPUTE-
pueB:

Ta6muma 2 — Kputepun bb 1974 r. (O'Dufty) [3]

Kputepun

bonpmmue SI3BEHHBIN CTOMATHT

SI3BBI reHUTANHI

VBeur

KoxHbIl BacKyIuT (y310BaTasi )puTeMa)
Aptpur

Maunsie [Topaxenue [THC

Konut

®aedur

[Topaskenue KpynHbIX apTepuit

Junarno3 bb mocTtoBepeH npy COUYETaHUU SI3BEHHOTO CTOMATUTA WJIW SI3B TEHUTAIHM €
JIBYMsl JPYTUMH OOJIBIIMMHU TNpH3HaKamu. JlokazaHHbIe OMOINCHEW MPOSBICHUS BaCKyJIUTa
TOK€ MOJTBEPXKIAIOT AUATHO3.

Kak BUIHO M3 MPUBEICHHBIX BBIIIE JaHHBIX, B Kiaccupukanun O'Duffy aprpur me-
peBesieH B OOJIbIINE KPUTEPUH, HO KapAMOBACKYIISIPHbIE MPOSBICHUS OOJE3HH MCKIIIOUEHBI
u3 kpurepues bb.

B 1986 . Y. Chung u T. Chen [4] cymecTBeHHO JOTOJHAIOT Kputepuu bb:
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Tabmuna 3 — Kpurepuu bb 1986 1. (Y.Chung u T.Chen) [4]

Kpurepun

bonbmne SI3BBI MOJIOCTH pTa

S3BBI TeHUTATUN

VBeur

Koxunbie:
V3noBaras spurema
MHorogopmHas spuTeMa

Tect nareprumn

ApTtput

Backynur

Marneie Tpombodiedur
[Topaxkenue aprepuii
Jlerounsle aHEBPU3MBI
KpoBoxapkanbe

HNnTepcTunmanbabiii pudpos

7Keny10uHO-KUIIEYHbIE IPOSBIEHUS:
S13BBI
KpoBoreuenne
[Tepdoparus

IIoyeuyHble IPOSABICHUS:
H3bsa3BiaeHUE My3bIps
I'emarypus

ONUIUIUMUAT

Hesponornueckue nposiBieHus

Jlerounsle uHpUIBTPATHI (HEeCcTIEUPUYHBIC)

ABTopbl paznenstoT bb Ha MOTHBIN W HEMOMHBIN TUMBL. {711 mOIHOTO - HE0OXO-
UMbl Tpu OONBIINX WM JBA OOJIBIIUX U JBa MalbIX KpuTepus. JJiss HEMOITHOTO — aBa

OOJIBIIUX WU OOUH OOJIBIION U IBA MAJIBIX.

B aror ke rox myOGnukytorcst kpurepuu N. Dilsen u coasr. [5]. B aToif knaccudu-
KaIlMy aBTOp pa3/eiigieT YBEUT Ha MEpPEIHUN U 3aaHuM, a TpoMOO(DIeOUT — Ha MTOBEPXHOCT-
HBIA U r1y0okuii. Oco00oe BHUMAaHUE aBTOPBI YICISIOT TECTY MATEPruu, CUUTAs MTOCIETHHIA

cnenuduaabM 11t Bb.

Tabmuna 4 — Kpurepuu bb 1986 1. (N. Dilsen et al.) [5].

Kpurepun

Cnernuduueckne ITonoXUTENBHBIN TECT MATEPTrUU

bonpmme PeuyauBupyromuii CToMaTUT
S13BBI reHuTaINI
I'masHble nposiBiIeHUS:
Ilepenuuii yBeut
3aaHuil yBeUT
KosxHble nposBiIeHN:
VY3noBaras spureMa
Hpyrue:
TpomOodnedur
[ToBepXHOCTHBIX BEH
I'my6oKHX BeH

79




Mansie KnnHanueckue:

[epudepuueckuii aprpur

Heiiponcuxuueckue

KenynouHo-kuiieuHbie

[1neBponyasMOHANIbHBIE

ApTtepuanbHbie

OpX03UIUIUMHAT

HApyrue:

bosne3ns bexuera y 4i€HOB CEMbH + MOJOKUTEIbHBIA TECT
naTepruu

[IIupoko u3zBecTHw Anonckue quarnocruueckue kpurepun bb (1987 r.) [6].

Tabmuma 5 — SInonckue auarnoctuyeckue kpurepuu bb 1987 r. [6]

Kpurepun

bonpmme PenmnuBupytonmii apTO3HbBIN CTOMAaTUT
KosxHble nposBiIeHN:
VY3noBaras spurema
[ToakoxHbIH TpOMOODIEOUT
DONTUKYIUT, aKHE-T10100HBIE AIEMEHTBI
KoxHast runeppeakTuBHOCTb
I'masHble nposiBiIeHUS:
Npunonuknut
XOpPHOPETUHUT
Petunoyseut
S13BBI reHUTANINN

Marneie ApTpuT He neOopMUPYIOIIHI, HE AaHKUITO3UPYIOIIHANA
KenynouHo-KHIlIeUHbIE TPOSBICHHUS (SI3BBI MIICOIEKATBLHOW 00IaCTH)
OOUIUIUMAT

CocyaucTsie HapyIIEHUS

ITopaxenue [IHC

[Ipy Hanuuum yeThipex OONBINMX MPU3HAKOB CTaBUTCSA MONHBIA Tl bb. Hemomubrii —
CCJIM NPUCYTCTBYIOT TPU 6OJII>H_II/IX WM ABa 6OJII>H_II/IX 1 ABa MaJIbIX HWJIM TUIINYHBIC T'JIa3HBIC
CUMITOMBI U OIMH OOJIBIION WM JIBA MaJIbIX KPUTEPUSL.

B3sB 3a ocHOBY Ty ke koHuenuuio, T. Lehner u C. Barnes (1979 r.) [7] npennararoT BbI-
JIETATh yeThipe Tuma bb ¢ yueToM KIIMHUYECKOW CUMIITOMATHKH

1) cnM3UCTO-KOKHBINA TUIT (CTOMATHUT U SI3BBI TCHUTAJIMN) C WUIH 0€3 BOBJICUECHUS KOXKH,

2) CyCTaBHOW THII, C TOPAKEHUEM CYCTaBOB U JBYMSI HIIA OOJIee MPOSIBICHUSIMU

3) HEBpOJIOTMYECKUH THII, C BOBJICUEHUEM MO3Tra M HEKOTOPHIMU MITM BCEMU IMPOSBICHUSIMU
MEPBBIX JIBYX THUIIOB,

4) Tna3HOM THUI, C YBEUTOM U HEKOTOPHIMH WJIM BCEMH MPHU3HAKAMU TPEX MPEIbIIYIIUX TH-
TOB.

ABTOpBI nojiarar0T, 410 TpHU H3 ITUX YCTBIPECX THUIIOB bb umeror HUMMYHOT'CHCTHYCCKYIO
npeapacnonoxkeHHocts: HLA-BS cBsizan ¢ rnazasiM, HLA-B27 ¢ cycraBasim 1 HLA-BI2 - co
cim3ucTo-KokHbIM TUIIOM bb. Cocynucteie mposiBienus (TpomM003 UM aHEBPU3Ma) MIIM BOBJIE-
YeHHE B MPOLIECC KUIIEYHUKA MOXKET OBITh B JTI000M U3 4eTbipex TunoB bb.

B 1985 r. na 4-oii mexnaynaponnoit Kondepenniuu no bb B Jlongone MexayHapoaHoi
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rpynmnoii o usydenuto bb (The International Study Group (ISG)) Obina mocraBneHa 3amava pas-
pabortarb enunble Kputepuu. C 3T0H 11enpio 0buto o6cnenoBano 914 nmaruentos ¢ bb u3 12 nen-
TpoB, 7 ctpan. B 1990 r. B xxypHane Lancet [8] ObutM 0myOJIIMKOBAaHBI KPUTEPHH, COTIIACHO KO-
TOpbIM IS uarHo3a bb HeoOxoaumbl: adTO3HBINM CTOMATUT IUTIOC JIFOOBIE JBA - 3Bl T€HUTA-
T, TOpaKeHUE T1a3, KOKU WIN MOJIOKUTEIBHBIN TecT maTeprui. UyBCTBUTEIHHOCT JaHHBIX
kputepues — 95%, crneundpuyHocTs — 98%.

Ta6mmma 6 — Kpurepun bb mexaynapomnoi rpymisl o uzydenuto bb (ISG) 1990 r. [8]

PeunnuBupyrommuii adro3Hbld | Manbie adgTh, Oonbmue adThl WM TeprneTH(OPMHBIC

CTOMAaTHUT BBICHINIaHUs, OOHAPYKEHHBIE MPU OOCIICAOBAHUH TTAIU-
€HTa, TOoBTOpsroIIHecs Oonee 3 pa3 3a 12-MecsuHbII
nepuos

[Troc nBa U3 HIHKETPUBEICHHBIX

PermouBupyromue s3Bbl T€HUTA- | SI3BbI TEHUTANIMI, BBISIBICHHBIE TP OCMOTPE MaIlUEHTA
B)0%0%1

Bosneuenue rinas [lepenuuii nnu 3aHUA YBEUT WIH KJIETKU B CTEKJIOBHU/I-
HOM TeJie, PeTHHAJIbHBIA BAaCKYJIUT, BBISBICHHBIA OQ-
TaIbMOJIOIOM

KosxHbie posiBIIeHHs V3noBaras sputema, MCeBIOMOUIUKYIUT, TMAMmyIomy-

CTyne3, akHe(hOpMHBIC BBICHIIAHUS y JIUI] BHE IyOep-
TATHOTO niepuoza u He nonydaronmx ['K-repanuro

[1010KUTENBHBIN TECT IATEPTUU BrisiBenHbiit ipu o0cnenoBanuu yepes 24-48 yacos

Henocratkom sToii Kiaccu(uKaluy, M0 MHEHHIO psija aBTOPOB, SIBISETCS, HAIpUMED,
100% namuuue s38 Bo pry. F. Gharibdoost u coaBt. [9] coobmmnu, uto 5% ManueHToB HUKOTIA
HE MMEIU HUKAaKuX MOBpEXAeHUM ciausuctor pra. [lo npyrum nanseiM, 1o 27% nauueHtoB bb
ObuTH Oe3 cTomaruTa B Havase 6omnesnu [10, 11]. beimu u npyrue KpuTHYECKUE 3aMEYaHUs B aJl-
pec 3TOoH KiIacCU(pUKAIHH.

[Tockonbky OonbmMHCTBO MarueHToB ¢ bb (86,7%) B maHHOM HMCCleTOBaHUM OBLIN U3
CTpaH ¢ BBICOKOW 4acTOTOM Mo0kuTenbHOM peakunu narepruu (Upan, Typrus, SAnonus u ap.),
TO YYBCTBUTEIBHOCTH KpuTepreB ISG MoxeT ObITh HU3KOHM B APYTHX PETHOHAX MHUpA.

Hekotopsle aBTOpBI IIpeIaraivi UCIOIb30BAHNUE ANIOHCKUX KpuTtepueB bb onHOBpeMeH-
HO ¢ kputepusimu [SG [12].

C 2014 r. pna auarHocTuku bb npemiokeHo UCnoab30BaTh MEKIYHAPOIHbIE KPUTEPUN
(International Criteria for Behget’s Disease (ICBD)), umeronue 6amisHyro orneHky [13]:

Ta6muma 7 - Mexxnynapoanbie kputepun bb 2014 r. (ICBD) [13]

CumnTomsl bannsl
A¢TO3HBII cTOMATUT 2
S13BBI reHUTANIAN 2
[TopaxeHnue rnas 2
[Topaxenue KOXu 1
HeBponorunueckre nposiBIeHUs 1
CocyaucTsle IposBICHUS 1
[TonokuTenpHBIN TECT IATEPIUU 1°

[Ipumeuanue: a) cymma 6ayuioB > 4 mMO3BONSIET TUAarHoCcTUpoBath bb; 6) Tect mareprum sBisieTcs HEOOs-
3aTeNbHBIM U HE YUUTHIBACTCS MPH MEPBUYHOM ToJIcueTe OaiuioB. OHAKO TaM, TJIe STOT TECT MPOBOIUT-
Cs1, OJIH JIOTIOJIHUTEIILHBINA 0T MOXKET OBITh TOOABJICH JJIS TIOJIOKUTEIHLHOTO PEe3yIbTaTa.
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HecmoTpst Ha TO, YTO TOJBKO B 3TUX KPUTEPHSIX HALUIM CBOE OTPAKEHHE BA)KHBIE IS
IPOTHO3a COCYIUCTBIE W HEBPOJOIMUYECKHE MposiBIeHUs bBb, 4yBCTBUTENBHOCTH U
cneun(UIHOCTh MX OKasajach He Jiyumie, yeM KputepueB ISG. Kpome Toro, OblI0 mokasaHo,
yto kputepuu ICBD 2014 r. o61amaroT ropazao xyamei cnernuduIHOCTIO, YTO MOTEHITUATBHO
MOJKET IIPUBECTHU K runepauarioctuke bb y MHorux nanuenros [14].

B 2019 r. E. Seyahi [15] npemyioskeHO BBIAENATH IIeCTh KIMHUYeCKHX (penorurnos bb, B

3aBHCUMOCTH OT NPe001aaroiel CMMITOMATUKH:

1. Koorcno-causucmerii (M301MpOBAHHOE MTOPAKEHUE KOXKU (aKHE(DOPMHBIE U MAMyJI0Mmy-
CTYJIE3HbIE BBICHIIAHNUS, Y3J0BaTasi SpUTEMA) U CIU3UCTBIX (PELUANBUPYIOIINE SI3BbI
CIIM3UCTOMN PTa M MOJIOBBIX OPTaHOB), 6€3 TSKEIBIX OPTraHHbIX HAPYLICHUN).

2. C nopascenuem cycmagos (IPEUMYILECTBEHHOE MOPAXKEHUE CYCTaBOB IO TUITy He
ne(GopMUpPYIOLIETo, HE HPO3UBHOTO MOHO-/ OJMUTOAPTPUTA HUXKHUX KOHEYHOCTEH, C
4acThIMU JHTE30HaTUAMU. VIHOTIa mopa)keHHe CyCTaBOB CONPOBOXKIAECTCS AKHEIO-
JTOOHBIMH WJIH TICEBAOMYCTYIIE3HBIMH BBICHIIAHUSAMHU Ha KOXKeE).

3. C nopaoicenuem cocyoos (IIpeodaalaloT yacThle PeLUIUBUPYIOIINE BEHO3HBIE TPOM-
603b1/ cuaapom banna-Kuapu/ cuHapom HIDKHEH 1M0JI0i BeHbI/ aHEBPU3MBI JIETOUHOM
apTepun/ pexe - apTepruaibHble TPOMOO03bl/ TPOMOO3bI BEHO3HBIX CHHYCOB TOJIOBHOTO
MO3ra/ BHYTPUCEPICUHBIH TPOoMOO03; BCTpEUaETCs MPEUMYIIECTBEHHO Y MYKUYHH, Xa-
paKTepHa BBICOKAsl CMEPTHOCTB).

4. C nopascenuem enaz (mpeodnanaeT 3aAHUN/ TeHEpalM30BaHHBIN, pexe, NMepeaHHun
HerpaHyJIeMaTO3HbIH, 1BYCTOPOHHUIN YBEUT, BCTPEUAETCS IPEUMYILIECTBEHHO Y MYXK-
YHH)

5. C napenxumamosuvim nopadicenuem [[HC (IOMUHHUpYET MapeHXMMATO3HOE (04aro-
BOE€) MOpaXeHHEe NUAHIE(DATBHBIX CTPYKTYp, CTBOJIA, CIMHHOTO MO3Ta; XapaKTepHO
COYETaHHE ¢ IOPAKECHUEM TIJ1a3, IPeo0IIalaHue MY>KUHH, BEICOKasi CMEPTHOCTB).

6. C nopascenuem JKKT (npeobnanaet si3senHoe nopaxkenue KKT, nmpeumyiecTBeHHO,
WJIEOLIEKAILHOTO OT/ieNa KUIIEYHUKA)
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I'JIABA 6
TEUEHHUE U ITPOI'HO3 BOJIE3HU BEXYETA

Teuyenue bb ornumvaercst pazHOOOpa3ueM, Hapsay C JETKMMU BapHaHTaMU HAOJI0Ial0TCs
TSDKETIbIE, ake (aTabHbIC.

Omnpenenenue Tsxkectd bb crnoxHBI 1 Manmo oOCcyknaeMbiii Borpoc. OneHKa TSKECTH
Bb o tpem ctenensim npexacrasiena B padote Ch. Zouboulis u coasr. [1].

Huskasa cmenenv mascecmu, nofpasyMmeBaeT HaIMYUeE y OOIbHBIX:

- a(ThI CIU3HUCTOM pTa

- s3Bbl TEHUTAIUN

- TUNUYHBIE KOXKHBIE MOBpEXACHUs (y370BaTasi 3puTeEMa, NaNyJIONyCTyJIe3HbI€ BBICHI-

naHusi, GOJUTUKYIUT, JTCHKOIMTOKIACTUYECKUIM BACKYJIHT)

- apTpainruu

- peuuANBUPYIOLINE TOJIOBHbIE OOIN

- DOUAUAUMUT

- He3HauuTenbHble cuMOTOMBI co cTopoHbl JXKKT (xpoHunueckast muapesi, peluauBupy-

1o1Ke 0OJIM B )KUBOTE)

- 0ousix B TpyZIHOI KJIETKE MJIEBPAIbHOTO XapaKkTepa

- TOBEPXHOCTHBIC BEHO3HBIE TPOMOO3HI.

Cpeousisi cmenenvb madxcecmu ONpenensieTcs y TeX OOJNbHBIX, B KIMHUYECKYI0 KapTHHY

KOTOPBIX BXOJSAT:

- apTpur

- TpoM003 TITyOOKHUX BEeH HMKHUX KOHEYHOCTEH

- MepeIHUH yBEUT

- KeIyA0YHO-KUIIECYHbIE KPOBOTCUCHHUSI.

Taxcenasn ¢oopma BB BKIOUYaeT:

- 3aJIHA{ YBEUT, NAaHYBEUT, BACKYJIUT CETUATKU

- Tpom003 apTepHil UM aHEBPU3MBI

- Tpom0O03 KPYIHBIX BeH (HIKHSISI IT0JIasi BEHA, TICUEHOYHAsI BEHA)

- HEBPOJIOTMYECKHE MPOSIBICHMs (IreMuIapes3, IMCUX0IMOIMOHAIbHbIE PACCTPOMCTBA U

71p)
- mepdopalnio KAIICYHUKA.

Jannas knaccudukanus TskecTH bb sBisercs 10cTaTouHO YCIIOBHOM, TTOCKOJIBKY OTpa-
JKacT TOJBKO OHpG,Z[GHGHHBIﬁ 9Tall B TCUCHUHN 60H€3HI/I " 1oA BJIMAHUCM TCpaAIllMu UKW B XOIC
€CTECTBEHHOI'O Pa3BUTHs CTENEHb TSHKECTH MOXET MEHSAThCSA B Ty MIU MHYIO cTopoHy. Ho, ¢
JPYroii CTOPOHBI, yCTAaHOBJICHNE TSKECTH OOJIE3HH B JAHHBIM KOHKPETHBI MOMEHT HAOIIIOICHHS
CIocoOCTBYET BHIOOPY JIeUeOHOM TaKTUKH Y 001bHBIX bb.

3aboneBaHHe NPOTEKAET C 0OOCTPEHUAMH, BOBJIEKasl TO OAMH, TO IPYroil Opras, MposiB-
JSISICHh PA3IMYHON TSKECTHIO Y KaXKJIOTO OT/EIBHOTO NanueHTa. 3aboieBaHNe XOTS U UMEET TEH-
JEHIUI0 K IIPOrPECCUPOBAHUIO U, SBISACH IO CYyTH XPOHMYECKHM, IMPOTEKAET LMUKIMYHO, IO-
CKOJIBKY PEIMIUBBI CMEHSIOTCsS pemuccueil. [locnennee nenaer cloKHBIM MPOTHO3 Y OONBHBIX
bb.

Hanpumep, eciin Takue cuMnToMsl, kKak nopaxenue riaa3 nian IIHC pazsuBarotcs B Teue-
HHE NEPBbIX MECALEB UM JIET OT Hayaja 0O0JIe3HHU, TO 3a00JIeBaHUE PACCMATPUBACTCS KaK UMe-
IOLIEE MMOTEHIUAIBHO IJI0OXO0M MPOTHO3.

Ecnm y GonpHBIX peobiagaeT MepeIHui YBEHT, TO TPOTHO3 B OTHOIIIEHUH 3pEHHsS OoJiee
ONaronpusATHHIN, a MI0OXOH MPOTHO3 ONPENENAI0T PEUUIUBUPYIOIINN OKKITIO3UPYIOIIUN BacKy-
JUT COCYJIOB CETYATKU U UX TPOMOO3.

84



CornacHo HaOIOAECHUAM TYpPELKHUX U STOHCKUX HCClieoBaTenei, yepes 3,5 roaa ot nep-
BbIX cuMNToMOB y 20-50% 6onbubIX bb cHMkaeTcst octpoTta 3penus, a yepes 5 et 6e3 jgeueHus
y HUX MOJKET HaCTyNUTb cienora 2, 3, 4].

[Topaxkxenne Takux opranos, kak [[HC, J)KKT c mepdoparueii, BoBiIeUeHHE B MPOIECC
KPYIHBIX apTepUaTbHBIX WM BEHO3HBIX COCYAOB PACCMAaTPUBAIOTCS KaK MPOrHOCTUYECKH He-
OnaronpusaTHasi CHMIITOMATHKa.

JlaHHBIE, KacaroLIMecss CMEPTHOCTU NAalMeHTOB ¢ bb, kpailHe pa3HOpEYUBHI B 3aBUCUMO-
CTH OT CTpaHbl, Neproja HaOII0eHus, BO3pacTa U Moja MalueHToB. Tak, B Typeukoil pabdorte
2003 r. E. Kural-Seyahi u coasr. [5], B koTOpOiil pocnexensl 20-neTHre uexoasl 387 manueH-
ToB ¢ bb, oTmMeueHo, uTo cMepTHOCTD B cpeiHeM coctaBuiia 10% u Oblia BbIlIE CPEd MYKUUH B
Bo3pacte 14-34 rona. Kpome Toro, yacrora cMepTeIbHBIX HCXOJ0B OblIa BBINIE B MEPBBIC 7 JIET
OT Hauaja 3a0o0JieBaHUSl U YMEHbLIAIACh ¢ TeueHueM BpeMeHu. Cpeay yMepIiux MalnueHTOB Ya-
e B Hayase 3a00JieBaHMs BBIBIWINCH OpaskeHHe KpynHbIX cocynoB, LHHC, rna3. IIpenmnona-
raeMbIMHU NIPUYMHAMHU CMEPTHU B 3TOM Koroprte 001pHBIX BB ObLIM pa3phiB aHEBPU3MBI JIETOYHOM
aprepun (n = 17), mapeaxumarosznoe nopaxenue [{HC (n = 5), HoBooOpa3zoBanus (n = 4), xpo-
HUYECKas MMOYeYHAasi HEJIOCTaTOYHOCTH (n = 4), uieMudeckast 6oje3Hs cepana (n = 3), 3acToitHas
cepAeyHast HeZJOCTaTOYHOCTh/ MHCYNBT (n = 3), caMOoyOUiCTBO (N = 2) ¥ TOPOKHO-TPAHCIIOPTHOE
npoucmiecTue (n =1).

B 6onwmiom EBponeiickom uccnenoBarnu 2010 1. D. Saadoun u coasr. [6], aHanuzupys
ucxonsl 817 marmentoB ¢ bb, mpociiexkeHHbIX B TeueHue 7,7 JeT, MoKas3aiau, 4YTO CMEPTHOCTD B
JaHHOM KoropTe Obl1a 5% M, TakXkKe, KaK U B TYPELIKOM HUCCIe0BaHuH [5], Obu1a Oosiee BHICOKOM
cpenu MyX4uH B Bo3pacte 15-34 ronma, a OCHOBHBIMH NMPUYMHAMU CMEPTH OBLIM TOpaXEHUE
KPYIIHBIX COCYZOB (Ualle apTepuanbHble aHeBpU3MbI U cuHapoM banna—Kuapn) (43,9%), pak u
remo6nacro3sl (14,6%), a Taxke nopaxkenue [ITHC u cencuc (12,2%). B mHOrodakTopHom aHa-
JU3€ B JaHHOM MCCJIEI0BAaHUU HE3aBHCHMO aCCOLMHUPOBAIUCH CO CMEPTHOCTBIO MYXKCKOM IO,
MopakeHue apTepuil U Oombioe yucino oboctperuit bb. B pabore L. Savey u coaBt. [7] oTme-
YEeHO, YTO CMEPTHOCTH y MAaLMEHTOB U3 cTpaH Adpuku K rory or Caxapsl Obljia caMoil BEICOKOM
(12%) o cpaBHenwuto ¢ nanuentamu u3 CesepHoit Adpuku (6%) unu Espomnsl (3,5%).

OnHO U3 caMBIX MacITaOHBIX UCCIIE0OBAHUI, MOCBSICHHBIX N3YUYEHHUIO HCX010B 1pu bb
onu10 poBeneHo B FOxuoi#t Kopee B 2018 r. [Ipoananu3upoBaB aHHBIE HAITMOHAIBHOTO PETH-
ctpa Y.B. Lee u coasr. [8] moka3anu, uTo B cpeqHeM 3a 6 et HabmoaeHus 3a 19937 nanuenrta-
Mu ¢ bb cmepTHOCTh cocTaBmiia Beero 2,85%. [lpu aToM, B OTIMYKE OT NPEAbIAYIIUX UCCIET0-
BaHM, CMEPTHOCTD OblIa BhIIE y ManueHToB nocie 50 jger. OCHOBHBIMU MPUYMHAMH CMEPTH Yy
nanueHToB B FOxHoit Kopee u Slnonnu, kak mpaBuiio, SIBJISIOTCA KEITYJTOYHO-KUIIIEYHOE KPOBO-
TeueHue, nepopanus KAIIeYHNKA, CHHAPOM BEpXHEH WM HIKHEH 1Mool BeHsl, nepedpoBac-
KYJISIpHBIC TIOPaKEHMUsI, CeTIcHC U adcrecc jerkoro [9, 10].

Cpenu Habmrogaembrx Hamu 560 ManueHToB U3BECTHO O 5 neranbHbIX ucxonax (0,9%) 3a
nocneanue 5 jer. Bee manuenTsl 0bTH MyxunHamu. [IpuunHamMu cmeptu ObUtH HHPAPKT MUO-
KapJia, TPOMO03 CHHYCa rOJIOBHOTO MO3Ta, TPOMOO03IMOO0IIHS JIETOYHOM apTepuH U PaK JIETKOTO.

CrnenoBaTenbHO, €CIIM KauecTBO >KU3HU OOJBHOTIO 4acTO CBSA3aHO C MOTepel 3peHus, TO
HEeOJIaronpHUsTHBIM KU3HEHHBIH MPOTHO3 ONPEEIAIOT TsDKENIble OpraHHble HApYIICHUS U Cpean
Hux nopaxenue KKT, cocygos u [THC.
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I''TABA 7
OLEHKA AKTUBHOCTH BOJIE3HU BEXYETA

Hecmotps Ha Gonee uem 80 neTHIO HcTopuio u3ydeHus bb 1o HemaBHero BpemeHu He
CYIIECTBOBAJIO MHCTPYMEHTOB, MO3BOJIAIONINX OLIEHUTh AKTHMBHOCTH 3a00JIEBaHHMS M OTBET Ha
Tepanuto. BeposaTHo, 3TO ObIO 00YCIIOBIEHO TEM, YTO B OTJIMYHE OT psaa apyrux P3, mpu bb
HET eIMHOT0 IOMUHHUPYIOIIETO MOPaKEHHOT0 OpraHa U OTCYTCTBYIOT JIAOOPATOPHBIE TECTHI WIIN
PEHTT€HOJIOTMYECKHUE MapKephbl, KOTOPbIe TOYHO OTPa)KaloT aKTUBHOCTH 3a00JIeBaHUS U TOBpe-
KICHUS.

B nocnennue roasl B cBsi3U ¢ 60jiee YETKUMH MPEICTaBICHUSIMH O KIMHUYECKHUX OCO-
OCHHOCTSIX M TEUEHUH 3a00JIEBaHUS, a TAKXKE B CBSA3H C MOSIBIICHUEM HOBBIX Iperaparos, 3¢dex-
TUBHBIX NIpu BB MOSBUINCE M HECKOJBKO HANIEKHBIX, ClIEHU(UYHBIX JIJIsI KOHKPETHOTO 3a00J1e-
BaHUs KaJbKYJIATOPOB akTUBHOCTU bb 1 kauectBa xu3nu (QoL) manueHTos.

OneHka o01Ied AKTUBHOCTH 3200J1eBaHUS

1. Unaekc Tekymeit akTuBHocTH 00j1e3HM bexuera (Behcet’s Disease Current Activ-
ity Form (BDCAF))

JlanHsblii uHACKC ObLT NpeuioskeH MexayHaponuslii Hayunsim Komurerom no Bb ¢ yua-
cTtueM uccienopatened u3 niatu crpad B 2004 r. [1]. MHAekc BKIOYAET MOHITHBIE 71 Bpaya v
MalMEHTa BOIPOCHI, KaCAOUIMECHd KIIMHUYECKOM cuMnToMatuku bb, nMmeBmen mecto 3a nocnen-
Hue 4 Henenu (pucyHOK 1). 3amoTHAETCS BpauoM.

Pucynoxk 1

HNupexc Tekymeil akTuBHocTH 0os1e3Hu bexuera
(Behcet’s Disease Current Activity Form (BDCAF)) [1]
Ilpu noocueme unoexca yuumvi8arOmMcs, CUMNMOMbL, OMHOCAWUECS, N0 MHEHUIO 8payd, K
nposenrenusm bb u npucymcmeyrowue y nayuenma ne menee 4 Hedenb K MOMEHMY
ocmompa.

IlpeacTaBiieHre NANMEHTA 00 AKTMBHOCTH 00J1€3HU
3aoaiime nayuenmy ciedyowuti 0Npoc:
"Ilymas Tonbko mpo Bamry Bb BeiOepuTe BhIpakeHHE JMIla, KOTOpoe OTpakaeT Barie
CaMOYyBCTBHE B T€UCHHE MOCIEAHUX 4 HEAENb"

I'os10BHAasI 00J1b, A3BbI HA CJAM3HCTON PTAa, A3Bbl T€HUTAJIMIi, MOPaKEeHHE KOXKH,
cycrapoB u ZKKT
Cnpocume nayuenma u 3anoiHume coOOmeemcmayuue A4etku:
"3a mocnenuue 4 Hepenu, ObuTy Ju 'y Bac?"
(noorcanyticma, 3anonnume 00OHy A4eUKY HA CMPOKe)

He 65110 [IpucyrcrByer
B nocienuue 4 Henenu

T'onoBHas 0oib

S13BBI BO pTY

SI3BEI FEHUTAINAN

V310Bartas spuremMa Koxu

ITycTynbl Ha KOXeE
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CycTaBbl - apTpairuu

CycTaBsl - apTpUT

TomHoTa/ pBOTA/ 00 B )KHBOTE

Juapes + KpoBb B CTyJIe

Ilopaxenue rjiaa3

(Cnpocume credyrwwee)
"3a nocnenuue 4 Henenu O6bLTH Ju y Bac?"
IIpaBb1ii 17183 JleBb1l 11183

ITokpacHeHue rias Her Ha Her Ha
bons B rimazax Her Ha Her Ha
"Tyman" mnepen IyasamMu WIM CHM)KEHUE OCTpoThl | Her Ha Her Ha
3peHust

Ecian 4To-1100 13 BBIIIECKA3aHHOIO MPUCYTCTBYeT: '"IT0 HOBBII cuMITOM?"

(Bvibepume npasuibHbiii omeent) Het Ha

IlopaskeHue HEPBHOM CHCTEMbI
(BKJIIOYAET BHYTPUMO3Tr0OBbI€ COCYIMCThIe HAPYILICHUA)
Hoevimu cumnmomvl nopascenusi Hep8HOU cucmemvl U cOCY008 CUUMAIOMCA 6 MOM
cayuae, eciu OHU He OMMedaIucs pawee NayueHmom uiu 6paiom.
(Cnpocume cnedyrowee)
""3a nocaennue 4 Hegeau OblaM Ju y Bac caexyromue cumMnTombi?"

Her [a OTMETHUTH,
ecnu "HOBbIE"

OO6MOpoKHu

Hapymenue peun

Hapymenue cinyxa

"TymaH" / IBO€HUE Mepe] riia3aMu

CmabocTh/ OHEMEHHE JIALA

CnabocTh/ OHEMEHHE PYKU

CmabocTh/ OHEMEHVE HOTH

IToreps namsitu

Hapymenne koopauHanmy 1BUKEHUN

EcTb 1M 10Ka3aTEILCTBA HOBOTI'0 AKTHBHOIO MOPAa’KeHUsI HEPBHOM cUCTEeMbl?
(Bvlbepume npasunibHbulli omeent) Het Ha

IlopaskeHHe KPYIMHBIX COCY/IOB
(MCKJII0Yasi BHYTPUMO3TOBbIE COCY/bI)
(cnpocume credyrouee)
""3a mocaennue 4 Hegean OblIN JM y Bac caenywmue cumMnromsi? "

Her a OTMeTHTh,
eciu "HoBbIE'

bosb B rpyaHO# KIIETKE

Opplky

KpoBoxapkanue

Bonb/ orex/ n3smMeHeHue 1(BeTa IUIa

Bounb/ oTek/ n3MeHeHHe 1IBeTa PyKU

Bomne/ oTex/ n3sMeHeHne 11BETa HOTA

EcTh 711 10Ka3aTeIbLCTBA HOBOT0 AKTHBHOI'0 MOpPaKCHUA KPYIMHbIX COCYI[OB?

(Bvibepume npaguibHulll omeent) Her Ha
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O0uas OLeHKA AKTHBHOCTH (0JIE3HN BPA4YOM
BriGepute BrIpakeHUE M1, KOTOpOe oTpakaeT Baie MHeHHEe 00 aKTHBHOCTH 00JIC3HU
IIalfu€HTa B TCUCHHUC ITOCIICIHUX 4 HEACIIb

HNupexc akTuBHOCTH 00J1e3HM Bexuera
CymMMupYiiTe BCe MYHKTHI, OTMEUEHHBIC TOTYOhIM (cioBOM "Jla" u ramoukamu)
Cuer:
Hnpekc aktuBHoctH: 0 1 23 45 6 7 8 9 10 11 12

IMpumeuyanue. MakcuMajbHBIN CUET 10 MHIACKCY akTUBHOCTH BB cocTapiser 12 GaioB u npeacTaBiis-
eTCs B BUJIE TPaHC(OPMHUPOBAHHOI'O TI0 IIIKaJIe HHTEPBAJIOB HHIEKCa (MaKCHMaIbHbBIN cueT — 20); TakKe
(hUKCHPYIOTCS OTBETHI, KACAIOIUECS BOCIIPUSTHUS MAIIMEHTOM aKTUBHOCTH 3a00JICBaHUS 32 TTPEIBITYIIUIC
4 HeIleNH 1o BU3YAIBHOM aHAJIOTOBOM ITKaje, COCTOSIIEH U3 CEMH PAa3IMYHBIX BEIpAKCHUN JTHIIA (110
mikaie ot 1 1o 7), 1 0011ero BOCIPHUITHS KJIMHUIIMCTOM aKTHBHOCTH 3a0oseBaHus (11kaia ot 1 10 7).

2. lIxkana aktuBHocTH BB (The Beh¢get Syndrome Activity Scale (BSAS))

B 2008 r. a5 oneHKHM aKTHBHOCTH 3a00JIEBaHUSI CAaMUM TAIlMEHTOM ObLIa MpeioKeHa
mkana aktuBHOCTH bb (The Behget Syndrome Activity Scale (BSAS)) [2]. Ona conmepxwut 10
BOIIPOCOB, KOTOpBIe oreHnBaroTcs no 0-10 6amioB kaxkaslil npu oduieM kosimdectBe Oamios 0-
100 (pucyHok 2). AHKeTa BKJIIOYAET WH(POPMALUIO O PA3IUYHBIX CHMIITOMAax 3a MPEIbIAyITui
MECSI] IO TIOCEIICHNS KIIMHUKH U 3alOJTHIETCS MAlleHTOM BO BpeMs mocerienus. [1lkana cuib-
HO koppenupyet ¢ BDCAF u B MeHbIIIEH CTENEHU C OIIEHKaMU Ka4eCTBA KU3HU.

Pucynok 2

IIxkana aktruBHocTtu BB (The Beh¢get Syndrome Activity Scale (BSAYS)) [2]

®.1.0. JlaTa poxxneHus: Jlara Bu3mTa:
[TOJI: myxckoit | OTHuYeckas rpymnmna: azuarckas || ucrnanckas || eBporneouniHas ||
KEHCKUM| | adpoamepukanckas [ | mpyras [ |

1. Hackonpko cuibHO OECHOKOWIIM Bac s3BbI BO pTy 3a mociennue 4 nemenu? [loxamyiicra,
YKaXXHUTE HUXKE:

Her 5138 SI3BEI OBLTH

0000000000000 0000000 ORI

0 051 152253354455556657 7588599510

2. CKOJIBKO 513B (HOBBIX MJIM CTaphIX) OBUIO y Bac BO PTY 3a nocieanue 4 neaenun?

0 0
1-3 0
Boiee 3 [

3. HackonbKo CHIbHO OECIIOKOMIIN BAC A3BEI B 00JIACTH TEHUTAIUN 3a nocnennue 4 Henenu?
[ToxanyiicTa, YKaKUTE HUKE:
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Her 5138 SI3BEBI OBLTH

0000000000000 0000000 ORI

0 051 152253354455556657 7588599510

4. CKOJIBKO 513B (HOBBIX WJIH CTapbIX) OBUIO y Bac B 00JaCTH FreHUTANINH 3a ocneanue 4 neaenu?

0 0
1-3 0
Boiee 3 [

5. Hackonbko cuiIbHO Bac O€CIOKOMIN MPHIIIY WM OXO0KKE Ha MPBIIIU MOPaXEHUS KOXKH (HO-
BbIE WK CTaphkie) 3a nocneanue 4 nenenu? [oxanyiicra, ykakure HUXKE:

Her nopaxxenus koxu [TopaskeHune KOXxH OBLIO

0/0000000000000000000 6N

0 051152253354455556657 7588599510

6. CKOJIBKO MPBIIIEH WX MOJOOHBIX TPHIIAM MOPAKEHUH KOKH (HOBBIX WJIM CTaphIX) y Bac ObI-
70 3a ocieaHue 4 nenenu?

0 0
1-5 0
Boiee 5 [

7. beutn u y Bac 00y B KUBOTE W Juapes, JAmuecs OONbIIYI0 YacTh JHS B TeUeHUE 0OJIb-
IIMHCTBA ,Z[Heﬁ HEACIIN B TCUCHUC ITOCICIHUX 4 HG,Z[G.HB?
[J Her [ a

8. bbun nu y Bac O0Je3HEHHBbIE WM KpacHBIE I1a3a M / WM 3aTyMAaHEHHOE WIH YXYALIEHHOE
3peHHEe B TEUCHUE MOCIeAHNX 4 Heenb?
(1 Het [ la

9. beumn 1M y Bac Kakue-mHOO MPUITYXJIOCTH / U3MEHEHHUS IBETa HUKHUX KOHEYHOCTEH WIIN
CTYCTKH KpPOBH 3a nocieanue 4 neaenu?
[1Her [l Ta

10. Yro xacaercsi akTUBHOCTH Baiei 6osie3Hn bexdera (sS3BbI MOJIOCTH PTa, A3BBI HA T€HUTAJIH-
X, MPOOJIEMBI ¢ KOXKeH, 00 B CycTaBax, MPOOJEMBI CO 3pEHHEM, HEBPOJOTHUECKHE MpoOlIe-
Mbl), HACKOJIBKO aKTHBHBIM, 110 BallleMy MHEHMIO, OBbLJIO Ballle COCTOSIHUE 3a TMOCIeaHNEe 4 Hefe-
mm?

CoBceM HE aKTUBHOE Upe3BbI4aiiHO aKTUBHO

0009000000000000000000,

0 051152253354455556657 7588599510

IMoacuer:

Bompocsr 1, 3, 5 u 10 onenuBatores ot 0 1o 10 6amios

Bormpocst 2, 4, 6 nHabupatot 0, 5 niam 10 6a10B B 3aBUCUMOCTH OT TOTO, KAKOW M3 3 TPOBEPEH
Bompocs 7, 8, 9 ouenuarotes 0 i 10 6amios

OO6mast MakcumanipHas cymma 6amios: 100
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Onenka akTuBHOCTH yBenTa npu bb

OrneHka cTerneHu akTUBHOCTH U (G (EeKTUBHOCTH Tepanuu yBeuta npu bb TpaauunonHo
OCHOBBIBAETCS HA MOJCYETE YaCTOTHl 00OCTPEHUH yBEHTa, U3SMEHEHUU OCTPOTHI 3PEHUS, JIOKAITH-
3alliM BOCHAJIUTEIBHOTO IMpoliecca (3aAHUI U reHepaTu30BaHHBIM YBEUT Oojiee cephE3HbI, YeM
NepeHNi), HAIMYUS UM OTCYTCTBUS TSKEBIX BOCIATUTEIbHBIX MPOSBICHUN (TUIIOMHOH, BO-
BJICUEHHUE CETYATKH, )KEJITOro MATHA (MaKyJibl) WM IUCKA 3pUTEILHOTO HEPBA) U MHEHHH Bpaua
0 TSDKECTH KaKJ0ro 00OCTpeHus (Jerkoe, yMepeHHoe, Tspkenoe). OnHako yactota 000CTpeHui
yYBEHTa HE BCEI/Ia OTPaKAeT CTENeHb ero akTUBHOCTH. MHaekc obmieit aktuBHocTu BB BDCAF
YUUTHIBACT JIUIITh HATMYUE 000CTPEHUS YBEUTA, OJHAKO CTETICHb BHIPAXKEHHOCTH BHYTPHUTIA3HO-
ro BOCHAJIEHUS MOCYUTATD 110 ITOMY UHAECKCY HEBO3MOXKHO HM3-3a CYyOBEKTUBHOCTH OTPa’KEHHBIX
B UHJEKCE MOKa3aTeseu.

B 2014 rony fnoHckas ncciaeaoBarenbcKas rpyIina Mo U3y4eHHI0 0()TaTbMOTOTHISCKUX
nposisinenuit bb (The Ocular Behget’s Disease Research Group of Japan) Beicoko ouenuna u
MpEeJIOKUIA K UCIIOJIb30BaHUIO ITpU bb HOBBIN MHIEKC JJIsl OLIEHKH aKTUBHOCTH TEKYILErO yBe-
uta - BOS24 (Behget’s disease ocular attack score 24) [3]. ABTOpBI mpeAsiararoT €ro MCIoiIb30-
BaTh ISl OLCHKU BBIPAXKEHHOCTH KaXKIOrO0 OOOCTPEHHs] yBEUTa HA MOMEHT oOpalieHus K od-
tasibMoiory. Ecin o6ocTpenne orMedaercsi B 000ux riasax, To uaaeke BOS24 noacuntsiBaeTcs
JUISL KQXKJIOTO TJ1a3a B oTAenbHOCTU. [IpH mojcuere nHaeKca yYUTHIBAIOTCS TOIBKO OOBEKTUBHBIE
JIAaHHBIE, TIOJTBEPXKAAIOLIME TEKYIIee BOCIMAJICHUE, U HE NMPUHUMAETCS BO BHUMAHHME OCTPOTA
3peHusi, KOTOpasi 4acTo He KOPPETUPYET C BHIPAXKEHHOCThIO 00ocTpeHus. He yunThiBaroTCs Tak-
K€ MIPU3HAKU XPOHUUYECKOTO BOCHAIIEHHUS, TAKUE KakK '"cTapble" KIETKU B EepeJHEN Kamepe Iiia-
3a, NECTPYKIMS CTEKJIOBUIHOTO Tela U MakysipHbid oTek. BOS24 npenyaraercst HCHoOJIb30BaTh
KaK B MPOCHEKTHBHBIX, TAK U B PETPOCIEKTUBHBIX HCCIECIOBAHUAX, & TAK)KE B KIMHUYECKOU
MpakTUKe OPTAIBMOJIOTa, UMEIOIIIETO 10 ¢ yBeuTtamu [3].

MaxkcuManbHBIH CYET MO 3TOMY HMHIECKCY MOXKET COCTaBUTh 24 Oaymna. MakcuMallbHBINA
cuer BOS24 xapakTepeH A BOCIAIUTEILHOTO MOPAKEHHS CETYaTKH, OCOOEHHO €€ 3aJIHEero To-
mroca u (oBeabHOH 30HEL. [Ipu mojacyueTe WHACKCA YIUTHIBACTCS BRIPAKEHHOCTh BOCTIAIUTEb-
HBIX U3MEHEHUN B 6 pa3IWYHBIX ydacTKax ria3a - "CBekue" KJIETKH B IepefaHel kamepe (Mak-
CUMaJIbHO 4 0ana), Ipo3pavHOCTh CTEKJIOBHIHOTO Tena (MakCcUMallbHO 4 Oamna), nepudepude-
CKHE TIOBPEK/ICHUS Ha TJA3HOM JIHE (MaKCUMalbHO 8 0ayuioB), MOBPEKIACHHS 3aTHETO TOJI0CA
(MakcumansHO 4 Oamna), GoBeadbHBIC MOBPEKICHUS (MaKCUMaIbHO 2 0ania) U MOBPEXKICHUS
JMCKa 3pUTEIBHOTO HepBa (MakcMMalbHO 2 Oamna) (pucyHok 3, tabmuma 1). BeipakeHHOCTD
BOCHAJICHUS B MEpEIHEN KaMepe IJ1a3a ONpeeieTcsl B MHAEKCE M0 KOJIUYECTBY KIJIETOK B COOT-
BETCTBUU C HECKOJBKO MOAU(PHUIIMPOBAHHBIMUA PEKOMEHIAIUSAMU paboueil rpymnmsl Mo CTaHaap-
TU3allMM HOMEHKJIATypsl yBeuToB (Standardization of Uveitis Nomenclature (SUN) Working
Group) [4]. [Ipu 5TOM YHKCIIO KJIETKH B MEepeaHel KaMepe OICHUBACTCS C MOMOIIBIO TOTYKOJIH-
YECTBEHHOI'0 METO/1a, MpeAnoaraouero 6 creneneit aktuBHoctu: 0 = Het kietok, 0,5+ = 1-5,
1+=6-15, 2+ = 16-25, 3+ = 26-50 u 4+ = 51 u Gosee KIETOK B MOJIE 3pCHUSI TIPU HCCIICIOBAHUN
C MOMOIIBIO IIeeBoi Jammbl. J[ns ynoOcTBa, KJIETKH B MepenHeil kamepe, MOCUMTaHHbIe Kak
0,5+ wm 1+ B kmaccudukanuu padouet rpynmbl SUN, B unaekce BOS24 cumrarorcs kak 1+.
[Ipo3payHOCTh CTEKIOBHIHOTO Tela (MaKCHMAalbHOE MOBPEXKIeHUE - 4 0aria) OleHUBaeTCs 10
mkane, npeatoxkeHHo Nussenblatt R.B. u coaBt. [5], ¢ HeOonbIIoNH MoauduKaIuen, a UMEHHO,
UCIIOJIB3YETCs MOJTYKOJUYECTBEHHAsI OI[EHKA MO 6 CTENEeHsAM aKTHUBHOCTH, YYUTBHIBAIOIIUM 4YET-
KOCTh BHU3yaJM3allUU JUCKA 3pUTENBHOIO HEpPBA, COCYJOB CETYATKH, CJIOEB HEPBHBIX BOJOKOH
npu 0(hTATBMOCKOIIUU: 4+ = HeUeTKas BU3yallu3allusl IMCKa 3pUTEIBHOTO HEPBA; 3+ = IUCK 3pH-
TEIHHOIO HEPBA BUJIEH, HO TPAHMIIBI €T0 BBITIAIAT HEUETKUMU; 2+ = QoJiee YeTKasi BU3yalln3a-
IIUsl COCYJIOB ceTYaTku; 1+ = Ooyiee yeTkas BU3yaIHM3aIisl JUCKaA 3pUTEIHHOTO HEPBA U COCYIOB
CETYaTKH; CJIeJbl = He3HAUUTENIbHAsI Pa3MBITOCTh KOHTYPOB JKCKA 3pUTEIHHOIO HEPBA, HO CIOU
HEPBHBIX BOJIOKOH HE BUIHBL, 0 = HET moMyTHEeHus. J{71s y1oOcTBa MOMYTHEHHE CTEKIOBUIHOTO
Tena, pacieHeHHoe kak "cienpl" u 1+ B knaccudukamuu Nussenblatt R.B., B uanekce BOS24
MOJICUMUTHIBAETCA Kak 1+.
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Jl1is moicueTa BOCTATUTENbHBIX U3MEHEHUI Ha CETYATKE, MOCIEAHIOI YCIIOBHO JIETAT HA
3aJIHAHA TOJIOC (30HY MEXIAY BUCOUYHBIX COCYAMCTHIX apKaj) ¥ MepUPEpUIECKYI0 CETYATKY (30HY
KHapy>KU OT BUCOYHBIX COCYAMCTBHIX apKaj), MPUYEeM TOCICIHSS NeTUTCS Ha 4 30HBI IS KaX0-
ro KBaJjpaHTa - BEPXHE-BUCOUHYIO, HUKHE-BUCOUHYIO, BEPXHE-HA3aJIbHYI0, HIKHE-Ha3aIbHYIO.
[Ipu onenke nepudepudeckoii ceryaTku 2 Oaia J00aBIsIeTCs IS KaKIOro KBaJpaHTa ¢ HOBBI-
MU BOCTIAJTUTEIbHBIMU U3MEHEHUSIMH, @ UMEHHO, IKCCYIaTOM UJIM reMopparusiMu (MakCuMaiabHO
BO3MOXHO 8 6ayoB). OTEK ceTyaTKH 4yacTo ObIBaeT MPOSBICHUEM XPOHHYECKOTO BOCTIAJICHHS, B
CBSI3M C YEM HE YUYHMTBHIBAETCS MPU MOJCUYETE B Cllydyae OTCYTCTBHSI IPYIMX IPU3HAKOB BOCIaje-
Hus. Korja orneHuBaeTcst 3alHUN TONMIOC CETYATKU, BBICUUTHIBACTCS MPOIEHT OOJACTH HOBBIX
BOCTIAJIUTENBHBIX U3MEHEHUN (KPOBOM3IUSHUS, SKCcCyAaT) 0e3 BKIIOUEHHUS 30H OTEKa CETYATKU.
Cuer 2 Gaina BBICTABISIETCS, €CIIM 30HA BOCIAIUTENIBHBIX M3MeHeHul He mpesbimaer 10%; 3
Oamra, eciim 6osee 10%, Ho MeHee 25%; 4 Oamna, eciu 25% u Ooree.

doBea (LEHTpaIbHAS YacTh MaKyJbl) CYUTACTCS MPOTHOCTUYECKU Hauboliee BaXKHOM 30-
HOU 11 manueHToB ¢ bb, mosToMy nr00bIe HOBBIE KPOBOM3IUSHUS WJIM SKCCYNIaT B ATOW 00Ja-
cTH n00aBisA0T 2 Oaia k obmemy cuery. HoBble BocnanuTenbHble H3MEHEHHS B 007aCTH AUCKa
3pUTENIBHOTO HEepBa (OTEK AMCKA 3PUTEIHLHOTO HEPBA, COMPOBOXKAAIOIINNCA KPOBOUZIUSIHUSIMU,
IKCCyalMe, OTeKOM MEePUNANILIISIPHON CeTYaTKH) pAaCIEHUBAIOTCS KaK 2 Oayiia mpH MoJcUeTe
MOBPEXACHUN JIMICKA 3pUTEIHLHOTO HEPBA.

Nunexc odocTpenus: yseuta npu bb

(Behcet’s disease Qcular attack Score 24) (BOS24)

31

O—_4

'n

-/
1. Kuerku B nepeaHeii kamepe 0,1, 2, 3, 4 6amna
2. TloMyTHeHHe CTEKJIOBUIHOIO Tejaa 0,1, 2 3, 4
3. TloBpexneHus: nepupepuvecKoil ceTIaTKH 0,2, 4,6, 8
4. TloBpexaeHus 3alHEr0 MoJaKCa 0, 2, 3,4
5. TloBpexaenus B 30He GoBea 0, 2
6. IloBpesxaeHHne IMCKA 3pUTEILHOT0 HEPBA 0, 2

MakcuMajiabHo 24 0am1a

Pucynox 3 - Uanekc oboctpenus yseuta npu bb (BOS24)
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Tabmuua 1. Mngexc oboctpenus yseuta npu bb (BOS24) (pacmudposka) [3]

1 | Knerku B mepenneii kamepe (Makcumanvho 4 6anna, 01s oyeHKU UCNONb3Yemcst 2paayust no
SUN [4]):
Axtunsblie knetku: 0 — 0; 0,5+ mwm 1+ - 1; 2+ - 2, 3+ - 3; 4+ unu runonuoH — 4 6aJjuia.

2 | IloMyTHEHHE B CTEKIOBUIHOM Telle (Makcumaivho 4 banna, Onisi OYeHKU UCNONb3Yemcs epa-
oayust SUN u Nassenblatt R.B. [4, 5]):
[TomytHenue: 0 — 0; 0,5+ unu 1+ - 1; 2+ - 2, 3+ - 3; 4+ — 4 6asna.

3 | HoBble BocnauTeIbHbIC H3MEHEHHUS B TepUDEPUUICCKON ceTUaTKe (maxkcumaivio 8 6annos):
n00aBbTe 2 HaJIa IS KOKIOTO KBaJApaHTa MepueprudecKoil CETYaTKu, €CIIM B HUX OTMeYe-
HbI HOBbI€ BOCTIAJIUTEIHHBIC N3MEHEHUS (IKCCYAAT, TeMOPPATrHH, BACKYJIHT)

4 | HoBble BoCIIaTuTEIbHBIC U3MEHEHHUS B 3JHEM TIOJIFOCE CETUATKH (Makcumanvho 4 bania):
MMPOLCHT O6HaCTI/I, HOI[Bep)KeHHOI\/'I HOBBIM BOCITAJIUTCIIBHBIM U3MCHCHUSM B 3aJHEM ITOJIFOCE
ceruatku: 0% - 0; >0, Ho <10% - 2; >10, HO <25% - 3; >25% - 4 6anja.

5 | HoBble BocnauTeIbHbIC U3MEHEHHUS B QOBCAIbHOM 30HE (MaKCUMAIbHO 2 6anna):
n00aBbTe 2 HaJI1a IPU HATTUYUH JTFOOBIX HOBBIX BOCHAIMTEIIBHBIX M3MEHEHHH (9KCCYaT, re-
MOppAaruu, BacCKyJuT) B ()oBeaTbHOH 30HE.

6 | HoBble BocianmuTenbHbIE U3MEHEHUS B IUCKE 3pUTEIBHOTO HEPBA (MaKcuManbHo 2 6ania):
n06aBbTe 2 HaJ11a IPU HATUYHH JIOOBIX HOBBIX BOCHIAIIUTEIIBHBIX H3MEHEHUH B TUCKE 3pU-
TEIBHOTO HepBa (TUIepeMusi, OTEK, MHOTa COIPOBOXKIAIOLINECS TeMOpParusaMu, IKCCy1aTOM
1 OTEKOM OKPYKArOIIEeH JUCK 3pUTEILHOIO HEPBA CETUATKH).

HpI/IMeanI/Ie: 3A0HULL NOIOC cemvamKy BKITIOYaeT 00JacTh BHYTPH apKaJHBIX COCYIIOB, nepugepuveckas cem-
yamka — 00NacTh KHAPYXKH OT apKaIHBIX COCYIOB, KOTOPAs JETUTCA Ha 4 00JacTh IS K&KIOT0 KBaJApaHTa — BEpX-
HE-BHCOYHYIO, HIDKHE-BACOYHYIO, BEpXHE-HA3AIBHYIO U HIDKHE-HA3aIBHYIO).

Heo6xomumo otmeTuth, uto mHAekc BOS24 noctaTodHo MpOCT B MCIIOIB30BAaHUHU, TaK
KaK yYUTHIBACT TOJHKO HOBBIC BOCIIAJIHUTEIbHBIC U3MEHEHHS, TAKHE KaK KJICTKH B MepeHel Ka-
Mepe TJla3a U B CTEKJIOBHUIHOM Tejie, KPOBOU3IIMSAHHUS B CETYATKE, SKCCYAAaT U BACKYJIUT ceTyat-
KA, U 3TH U3MEHEHUS OObIYHO MOXET YBHUJIETh JII000HM KBaTM(PHUIMPOBAHHBINA OQTATBEMOJIOT.
Kpome Toro, Bo3moxeH perpocnekTuBHBIN noacueT BOS24 no 3anucsam ocMotpa oTaibMoo-
ra.

HecmoTpst Ha mpenMyIIecCTBEHHO MOJOKUTENbHBIE XapakTepucTtuku, BOS24 umeer psig
OrpaHUYEHUH B UCMONb30BaHUH. Hampumep, o6ocTpeHne yBenTa He MOXKET ObITh OIIEHEHO C I10-
momibio BOS24, ecnmi marueHT B MOMEHT 000CTpEeHHsSI HE CITOCOOEH MomacTh K 0(TaaIbMOJIOTY.
Bonee Toro, TpyHO OIIEHUTH MOBPEXKICHHE CETYATKHU, €CIU TTIa3HOE JHO HE 0()TAaIbMOCKOIUPY-
€TCs B CBSI3U BBIPA)KEHHBIM MOMYTHEHHUEM CTEKJIOBHIHOTO TeJia, KPOBOUBIHUSIHUEM B CTEKIOBU/I-
HOE TEJIO WM B CBSI3U C KaTapakToi. B Takux ciaydasix Jisl OLIEHKH aKTUBHOCTH YBEUTa HE00XO-
MO HCIOJIb30BaTh TPAJAULMOHHBIE METOJBI - YaCTOTy OOOCTpEHHIl yBeMTa M OIpeacsieHUe
OCTPOTHI 3pEHHUS.

Kpome Toro, Typenkue uccieoBaTeNny npemiaraoT ucrnosb3oBanuck @Alkak Hanbonee
TOYHBIM METO]] BU3yalHu3allii BOCTIAIIUTEIbHBIX U3MEHEHHH Ha ceTyaTKe JUIsl CO3/aHUs UHJIEKCa
aKTUBHOCTH yBeuTa. B HacTosiee BpeMs mpoaoikaioTcs paboTsl 1Mo ero Baiupanuu [6-9]. He-
KOTOPBIMH HCCIIEZIOBATEISIMU TaK)K€ HCIOJIb3YIOTCS IIKAJbl JJI OLEHKHU CTETEHU NMOMYTHEHUS
crexsioBuaHoro tena [5, 10]. HenaBHo Obu1 pa3paboTaH MHAEKC AJIsl OLEHKH HEOOPAaTUMBIX IO-
BpeXACHUH, cienndUIHbIX 11 yBeuta ripu bb [11].

OueHka aKTUBHOCTH KUIIEYHBIX NposiBjieHuii npu bb

B 2011 r. xopelickuMu uccienoBaTeIsIMH OblT pa3paboTaH KOJMUYECTBEHHBIA WHIEKC,
MO3BOJISIONININ OMPEJETUTh CTENEHb AKTUBHOCTU MOpakeHUs kuineunwka npu bb — DAIBD
(Disease activity index for intestinal Behcet’s disease) [12]. JlaHHBII WHIEKC OCHOBBIBacTCS Ha §
nokasareisix: oOliee caMOUYyBCTBHUE, JUXOPAJKa, BHEKUILIEUHbBIE MPOSIBICHUS, O0Ib B KUBOTE,
Hanmnuue 00bEeMHBIX 00pa30BaHM MU MaIbIAINH KUBOTA, OOJIE3HEHHOCTh MIPH MANBIAIIUHN KH-
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BOTa, KHIICYHBIC OCJIOXHCHHNA U KOJIMYECTBO ;[e(beKaum‘/’I C JKUIAKHUM CTYJIOM. I/IHI[GKC MOXKET Ba-
ppupoBathes oT 0 1o 325 GamioB, onpenessis CTENEeHb aKTUBHOCTH KHUIIICUHBIX MposiBieHnid bb

(Tabnuma 2).

Tabnuua 2. Iuaexc akTuBHOCTH KutieyHo ¢opmbl bb [12]

ITapametp Cuer ITapametp Cuer
Obwee camouyscmesue Ha bonesnennocmv 6 oOprows-
npedvidywetl Heoeie: HOU NOJOCMU NpU NATbNA-
e  XopoIiee 0 yuu:
e ynosnersoputensHoe | 10 e Her
® [UIOXO€ 20 e cuabas 0
®  OYCHb IJIOXOC 30 e  yMepenHas win Beipa- | 10
®  y)KacHoOC 40 JKCHHaA 20
Temnepamypa mena: Kuweunvie ocnosicnenus 10 GamnoB 3a Kaxmoe
e <38C 0 OCJIOKHEHUE (cBum,
e >38°C 10 nepdopanus, adciecc
WIM KUIIEYHas] HEMpo-
XOJMMOCTh
bonv 6 arcusome na npeow- Konuuecmeso
Oyweli Hedene: OJepexayuii ¢ JAHCUOKUM
cmyiom Ha npeovloyuyell
Heoeje:
e HeT 0 e 0 0
e ciabas 20 o 1.7 10
e yMEpEHHas 40 e 321 20
e  BBIpaKEHHas 80 o 22-35 30
. >36 40
Obpaszosanus 8 OprOWHON Obwuti cuem:
HOOCMU NPU NATLRAYUU:
e HET 0
e  ANLIHPYIOTCS 10
Brexuweunvie nposienenuss | 5 O0amuioB  3a | Akmusnocmv Oonesnu.
a(To3HbIi cTOMa- | ®  Pemuccus (Hemass Ku-
THT/ SI3BBI TCHH- weyHas Gpopma BB) <19
TaIH, yBeuT/ | o  Huskas (MATKas KH-
MOpaXCHUE KOXKU; nieyHas (bopMa BB) 20-39
o Vwmepennas (ymepen-
15 GawtoB 3a TIO- Hast Kumedas (opma | 40-74
pakeHHe COCYJIOB BB)
umi [THC e  Bwicokas (TsoKenas s

kuieynas ¢popma bb)

Cyl1ecTBYIOT U JIpyrue MHAEKCHI, pa3paboTaHHbIE IS OLEHKH aKTUBHOCTHU OTIENIbHBIX
KJIMHUYECKUX MNposiBieHUd bb, B Tom umcne: 1) MHAEKC CIM3HUCTO-KOXKHBIX IposiBieHui bb
(Mucocutaneous index for patients with Behget’s disease) [13], cocTosimuii u3 KOMIIEKCHON
OIICHKH $I3B TIOJIOCTH PTa, 3B TCHUTAIHMH U y3JI0BATOW IPUTEMBI; 2) UHIEKC TSIKECTH SI3B CIIU3H-
croit pra (Oral Ulcer Severity Score (OUSS)), oneHuBaromuii KOJIMYECTBO, pa3Mep U MPOJI0JI-
KHUTEIBHOCTD $5I3B B TMOJIOCTU PTa, a TaKXKe Mepuos 6e3 5138, 00JIb U JIOKAIU3aluio (HEOpOroBeBa-
IOIIMNA WJIM OPOTOBEBIIMN Y4aCTOK) SI3B B MOJIOCTU pPTa B T€UEHUE MpeAblaymux 4 Heaens [14,
15]; 3) unnekc TsoxectH 3B Ha reHuTanusax (Genital Ulcer Severity Score (GUSS)), yuuTsiBato-
M KOJIMYECTBO, pa3Mep, JOKAIU3AINI0, O0JIE3HEHHOCTh, [UTUTEILHOCTD S3B, MPOJIOKUATENb-
HOCTh mepuoja 0e3 s3B [16]; 4) opran-cnenupuyIecKrue MIKaabl KauecTBa KU3HU — IIKajga Kave-
CTBa >KM3HH, CBSI3aHHOTO C si3Bamu mosioctu pra (oral health-related quality of life (OHRQoL),
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IIKaJTa KauyecTBa KHM3HU, CBs3aHHOTO C s3Bamu renutanuii (Genital Health Quality of Life
(GHQoL) [15, 16].

CHGI_II/I(bI/I‘-IGCKI/IX HWHJACKCOB IJid OLCHKHW aKTUBHOCTHU U TAKCCTU COCYAUCTHIX U HECBPOJIO-

rUYecKuX mposBieHuii bb He pa3paboTaHo, HO B ATUX CIIydasX C YCHEXOM HCIIOIB3YIOT 00IIIe-
npunsteie uHIEKchl (Venous Clinical Severity Score, Venous Disability Score, Venous
Insufficiency Epidemiological and Economic Study Quality of Life/Symptom questionnaire, The
Extended Disability Status Scale (EDSS)) [17, 18].

10.

11.

12.

13.

14.
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I''IABA 8
JIEHEHUE BOJIE3HU BEXYETA

bb Oyayuu, mo cyTu, XpOHHYECKUM 3a00JIEBaHUEM, XapaKTEPU3yeTCss 00OCTPEHUSIMUA U
peMHUCCUSIMH, BO BPEMsI KOTOPBIX TAKTUKA MOKET MEHATHCS, HO TJIABHOE TO, YTO TEparus TOJK-
Ha OCYIIECTBIATHCS (HaKTUUECKU IMOXKU3HEHHO, XOTS M HE BCerja MPUBOAMT K YIOBIETBOPHU-
TEJIbHBIM pe3ysibTaraM. [loguepkuBaercs, 4TO JICUEHHWE B 3HAYUTEIBHON CTENEHU 3aBUCUT OT
MIPOSIBIICHUH M TSHKECTH 3a00JIEBaHUS y KKIOTO OTIeabHOTO0 60pHOTO [1]. [Ipn 3TOM ciemyer
YUUTHIBATh U JPYTHE U3BECTHBIE (PAKThI, HATPUMEP, 3aBEAOMO IIOXOM MPOTHO3 y MYKYHH, 3a-
0oJIeBIIMX B BO3pacTe A0 25 JeT.

Pannsist nuarHocTuka M aeKBaTHOE JICUEHUE — TJIABHBIC YCJIOBUS, MO3BOJISIIOIINE YMEHb-
IIUTh BEPOSTHOCTh Pa3BUTHUS CEPHE3HBIX MPOSBICHUN U OCI0XKHEHU bb, Takux kak mopaxxkeHue
IHC u nosnHas noteps 3peHuUs.

B Tepanuu Bb nmopaxkaeT mmpokuii CEKTp MPUMEHSEMBIX MPENapaToB, YTO BO MHOTOM
OTIpeIeNIIeTCS. MHOT000pa3ueM KIMHUYECKUX MPOSBICHUI caMOro 3ab0jeBaHHs — OT OTHOCH-
TEJIbHO JIETKUX J0 KpalHe TSHKENbIX B MPOTHOCTHYECKOM OTHOLICHUH CUMITOMOB M Bapraleib-
HOCTBIO ecTecTBeHHOro TeueHusi bb. MuTtepecHo, uTo 3(h(heKTUBHOCTH TOJIBKO OTPaHUYEHHOTO
Yyucia IpenaparoB, UCMoab3yeMbiX ipu bb Obina qokazana B8 PKU, B To Bpems kak MpUMEHEHHE
MOJIABIISIONIETO OOJNBIIMHCTBA APYTUX JIEKAPCTB OCHOBBIBAETCS HA OMBITE, MOJTYYCHHOM B pe-
3ynbTaTe HaOMIOJATENbHBIX HccienoBanuid [2, 3]. [IpoBoauMble 10 HACTOSIIETO BPEMEHU MPHU
Bb PKUM B OCHOBHOM KacajJHCh TEPalUU KOKHO-CIM3HUCTHIX M O(TaTbMOIIOTHYECKUX TPOSIBIIC-
HUW, HE 3aTparuBasi COCYIUCThIE, HEBPOJIOTUYECKHUE U KETYTOYHO-KHUILIEYHbIE CHUMITOMBI.

Pexomennanuu EBporneiickoii nuru no 6opsde ¢ peBmarusmom (EULAR) no nedenuto
bb o6noBstores kaxapie 10 met. [locneanss penakius pekomenganuii 2018 r. otnmuyaercs ot
IpeIbIYIIeH MATHI0 HOBBIMH OOIIMMU MPUHIIMIIAMU U OJTHOM JTOTIOTHUTEILHON peKoMeHaauen
0 XHPYPrUYE€CKOM JICUEHHUH IMOpaXeHUs: cocyAoB. OCHOBOIOIATAOMINE MPUHIMIBI TOAYEPKHU-
BalOT BAXKHOCTh MYJbTUANCIHUILTMHAPHON COBMECTHON pabOTHI ISl ONITUMATBHOTO YXOJa 32 Ia-
UEHTaMH U ONPEIENSIIOT Leib JeUeHusl Kak ObICTpoe MoJIaBjeHNe BOCHAJIEHUs 7Sl IPEA0TBpa-
IIEHUS Pa3BUTHS HeoOpaTuMoro moBpexaeHus opraHos [4]. B 2019 r. B 0630pe S.N. Esatoglu u
G. Hatemi [5] pexoMenanuu ObTH OOHOBIICHBI C YYETOM IMOCIEAHUX JaHHBIX IO HOBBIM TIpe-
napam.

B Tabnuie 1 npuBeaeHsl OCHOBHBIE MOIX0/IbI K MEAMKAMEHTO3HOMY JiedeHuto bb, ocHO-
BaHHble Ha pekoMmeHanusax EULAR 2018 u Accounanun pesmaronoros Poccuu (APP) 2018 .
[6]

Ta6muma 1. CoBpemennbie mpuHIUIEI Tepanuu bb [4-6]

HpI/IHLII/IHI:I " pCKOMCHAAINN

Bceobbemmommue e bb — xpoHndeckoe 3a0osieBaHNE, KOTOPOE XapaKTEPHU3YETCsl depeloBaHUEM

MIPUHIIMIIBI 000CTpEeHHI 1 peMUCCHH, U TIeNbI0 JedeHus bb smisercst OpIcTpoe momaBie-
HUE BOCHAJIEHUS B TEpUOJ OOOCTPEHHsS, YMEHBIIEHHE YHCIa PEIUIUBOB U
MPEIOTBPAIICHUE HEOOPATUMBIX MTOBPEKIACHHUI OPTaHOB.

e Jlnsg onTUManbHOTO BeJeHUs OONMBHBIX bb HE0OX0aUM MyNbTUIUCIMILTHHAD-
HBII MOIXO.

e Jleuenne AOKHO OBITH MOMOOpPAaHO MHAWBUAYAIHHO B 3aBUCUMOCTH OT BO3-
pacra, noja, TUIA U TSHDKECTH OPTaHHBIX MOPAXEHUH, a TAK)KE MPEANOYTCHUM
MalKeHTa.

o  OQTaNbMONOTHYECKUE, COCYAMCTHIC, HEBPOJOTHMUECKUE U  IKEITYJOYHO-
KuIevHble nposBieHus BB Moryt accorumpoBatbcs ¢ 0oJiee TSHKEIBIM TPO-
THO30M.

e [IposBiaerns 60J€3HN MOTYT YIYyYIIATHCS CO BPEMEHEM Y MHOTHX MAaIlHEHTOB.
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KoxxHo-cu3ucToie
IIPOABIICHUA

Jnst neyeHust 3B CIMU3UCTBHIX PTa U TEHUTAIMA MECTHO JOJDKHBI HCIONB30-
BaThcs TiokokopTukouasl (I'K).

Jnst mpoUIAKTHKH PEIUIUBOB KOXKHO-CIM3UCTHIX TPOSIBICHUN, B TEPBYIO
o4epenb, y3IOBaTON IPUTEMBI U S13B TEHUTAINH, TOJIKEH MPUMEHITHCS KOJIXH-
IIUH.

MecTHbIE W/ WU CUCTEMHBIE KOCMETHUECKHE CPEICTBA, UCTIONB3YIOIIUECS TIPH
JIEYeHUN acne vulgaris, TOMOIHUTENFHO PEKOMEHIOBAHBI MPH HAITYJIOMYyCTY-
JIE3HBIX W/ WM aKHETIOT00HBIX BBICHITTAHUSIX.

A3l Ha Horax mpu BB MoryTt ObITE OOYCIOBICHBI XPOHUYECKOH BEHO3HOM
HEIOCTaTOYHOCTHIO WIH OOJUTEPUPYIOIINM BACKYJIUTOM, B CBS3H C YEM Kypa-
U TAKUX TMAalMEHTOB JOJKHA MPOBOJUTHCS COBMECTHO C I€PMATOJIOraMu H/
WIN COCYIUCTBIMU XUPYPIraMH.

B pedpaxTepHbIX ciyyasx ciexyeT Ha3HA4YaTh TaKue Mpernaparhl Kak a3aTHO-
npud (A3A), Tamunomua, unrepdepon-o (MPH-o), narnburopsl ¢akxropa
Hekpo3sa onyxonu-o (MPHO-0) u anpemunacr.

ITopaxxenue rnasz

Jleuenue yBenta y 60mpHEIX BB TpeOyeT TecHOTro cOTpyaHHUYEeCTBa ¢ O TaIh-
MOJIOTaMH, IIEJTBI0 TEPATHH SBJISETCS JOCTHKCHUE W TOJICPIKAHHE PEMHUCCHUH.

JIro0oit maruenT ¢ bb 1 BocmaluTeTLHBIM IMOPAKEHUEM TJI1a3, 3aTParuBaroOIIAM
3aJIHUI CETMEHT Tia3a, noJnkeH mony4ath A3A, nukinocnopuH (LicA), UOH-o
nnu uOHO-o*. 'K cucteMHO Hy)KHO Ha3HA4aTh TOJIBKO B KOMOUHaMU ¢ A3A
WA JPYTUM UMMYHOCYIIPECCAHTOM.

[Ipy mepBUYHBIX WM MMOBTOPHBIX AMU30[aX OCTPOTO YBEUTA, YIPOXKAIOIIETO
notepeit 3peHwus, mokazanel Beicokue 1036l 'K, uOHO-0* wiu UDH-o. [o-
MOJIHUTENIFHO K CHCTEMHOMY JICYCHUIO MOTYT HCIIOJIb30BaThCSI MHTPABUTpE-
anpHbIe nHBeKIMH 'K y ManueHToB ¢ 0THOCTOPOHHUM 00OCTPEHUEM YBEHTA.

N3onupoBaHHbIi
NepeIHUIN YBEUT

CucteMHOE Ha3HaYCHHE MMMYHOCYIPECCAHTOB IIOKAa3aHO IALMEHTaM C M30JIMPO-
BaHHBIM TEPEAHUM YBEUTOM, HMCIOUIMM IUIOXHE MPOTHOCTHYECKHE (AKTOPHI —
MOJIOZION BO3pacT, My>KCKOMH 1oJI M paHHUI Bo3pacT Havana bb.

Octpelii  TpoM003
TTyOOKHX BEH

B ciayuae octporo Tpom603a riryookux BeH npu bb npumensrorcs 'K u nmmyHo-
cyrpeccanTsl, Takue, kak A3A, nukinodochamua (11D) mnu LcA.

Pedpakrepusiit
BEHO3HBIH  TPOM-
603

[Naruentam ¢ pedpakTepHBIM K TEpaMK BEHO3HBIM TPOMOO30M TOKa3aHO Jieue-
Hue UOHO-0. AHTHKOATYJISIHTHI MOTYT OBITh Ha3HAYCHBI, €CIIH PUCK KPOBOTEYE-
HUSl HU3KWH, 2 aHEBPU3MBI JISTOYHON apTEePUH UCKITIOYEHBI.

Ilopaxxenue aprte-
puii

® Jluis JeYeHUs aHEBPU3M JIETOYHOM apTepuu Ipu BB pekoOMEeHIYIOTCS BHICOKHE

no3bl ['K u LI®. B pedpaxrepHbIx cinydasx AODKHBI ucnonb3oBaTbes HPHO-
o. Y TalMeHTOB C JIETOYHBIM KPOBOTEYEHHEM HJIM BBICOKUM PHCKOM KpOBOTE-
YEeHUSI METOZIOM BbIOOpa SIBJIETCS SMOOIN3ALs apTepUi, a HE OTKPHITasi OIle-
pauus.

VY nanueHToB ¢ aHeBpU3MaMU NepU(DEPUUSCKUX apTePUil MM aOpThI KOHCEP-
BaruBHoe JyeueHue 'K m D nomxHO mMpenmecTBOBAaTH XUPYPrUUYECKOMY
BMEIIATENsCTBY. B cilydae MosSBICHHS KU3HEYTPOKAIONINX CHMIITOMOB TTIOKa-
3aHO OTEPATHBHOE JIeUeHUE U CTEHTHPOBAaHUE apTepuil.

[opaxenne XKT | [Topaxxenne KKT npu BB nomxHO OBIT MOATBEPKICHO SHAOCKOIMUYECKUMH H/
WK APYTMMH METOJaMU BU3yanuzauuu. CleayeT UCKIIOUUTD S3BbI, CBSI3aHHBIE C
npuemom HIIBII, B3K u nndexiuu, Takue Kak TyoepKyJies.

Pedpakreproe/ e C

K0 TOpaKe- pOHas KOHCYIbTaLls XUpypra HeoOxonuMa B cirydae nepdoparmu, Kumed-

e JKKT HOW HENPOXOJIUMOCTH U KeNyJOYHO-KHUIIEYHOIO KPOBOTEUEHHUS y IallUeHTa C

bb.

B nepuon o6octpenns mopaxkenus JKKT y 6ompHbIX Bb mmokazano HazHaueHHe
I'K B coderannu ¢ 60Jie3Hb MOJUQPHIUPYIOIIUMH MperapaTaMH, TAKUMHU Kak
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MPOU3BOHBIE S-aMUHOCATHUIMIIOBOH KHUCIIOTHI (Cyib(acalla3uH, MeCaTa3vH)
win A3A. B Tspxensix w/ win pepakTepHBIX CIydasxX MOJKHBI Ha3HAYAThCS
n®HO-o* u/ niy TanuagoMu.

ITopaxenue [THC
p 1 ® IIpu octpom maperxumartozHom nopaxkenun ITHC mpu BB momxHbl Ha3Ha-

4yaThcs BhICOKHME 103bI [ K C mociieayrommM MeUIeHHBIM UX yYMEHBIICHUEM,
COBMECTHO ¢ HMMMYHOCyIpeccanTtamu, Hampumep, A3A. Craemyer uzberaTh
HazHaueHus LICA y 3THX MaiueHToB.

MonoxknonanbHble anTuTena kK @HO-o necnonb3yroTes B KauecTBE MpenapaToB
nepBoi TMHUM TpH TsoKenoM nopakennn LTHC wnu y pedpaxTepHbIX nanyeH-
TOB.

[TepBhrit AmM307 TpomOO3a BEHO3HBIX CHHYCOB TOJOBHOTO MO3ra Tpedyer
IpUMEHEHHUs BBICOKUX 1103 'K ¢ mocnemyronmmM MeICHHBIM UX CHIKCHHCM.
AHTHUKOAryJIsSIHTBI CIIEAyeT Ha3HayaTh HAa KOPOTKHUM CPOK, IPHU 3TOM JOJKEH
MPOBOJIUTHCA CKPUHUHT Ha BOBJICUECHUE DKCTPAKPAHUAIBHBIX COCYJIOB.

Ilopaxenue  cy- | o

CTABOB [Tarmmentam ¢ octpeiM apTpuToM npu bb mokazaHo, B IepByI0 04epeib, Jede-

HHEC KOJIXHUIIUHOM.

OcCTpelif MOHOAPTPUT MOXKET KYMUPOBATHCS BHYTPUCYCTaBHBIM BBEIECHUEM
I'K.

B cnyuae peuuauBHPYIOIIETO WM XPOHUYECKOrO apTpUTa JOJDKHBI HA3HA-
yatbcst ASA, UOH-o mimn nudHO-0.

[Ipumeuanue: *cpeqm u®PHO-o  oduuManbHO — 3aperucTpUpOBaH MO MOKa3aHHUSIM
HeMH(EKIIMOHHBIN yBeuT (B TOM unciie ipu bb) u kumeunas popma bb aganmumymad (Xymupa).

'mokoxkopruxonasl (I'K)

I'K mmupoko ucnonb3yrorcst npu bb ¢ 1enbio moaaBiaeHusi BOCHAIMTENBHOTO MPOIIECCa,
Ho emie B 1971 r. O'Dufty u coasr. [7] 6bu10 00paiieHo BHUMaHKE Ha TO, YTO U Ha (poHE nmpuema
I'K BO3MOXHBI pelMANBBI, TPOTPECCUPOBAHUE U NAKE MOSBIECHUE HOBBIX cuMnToMOB bb. I'K
MPUMEHSFOTCS B Pa3HbIX opMax — OT JOKAJIBHOUW O B/BEHHOH MyJIbC-TEPANUU, B 3aBUCUMOCTHU
OT KJIMHUYECKHUX TPOSBIICHHUH, OTHAKO (hopMabHbIC JaHHBIC 00 X 3 (HEKTUBHOCTH OTCYTCTBY-
1oT. Jlosuposka 'K, kak mpaBwiio, moaOupaercs SMIOUPUYECKA B 3aBHUCHUMOCTH OT TSKECTH
CUMIITOMOB.

MecTtHoe nmpuMeHeHue KpeMoB, cojaepxamux 'K, MoxeT oka3aTh nmamidaTUBHOE JIEH-
CTBHE TIPH S3BaX IMOJIOCTH pTa U reHuTanuii. BHyrpucycraBubie nabekiuu ['K MoryT ObITH TO-
JIE3HBI IIpU apTpUTax. B ciydae nerkoro tedenus nepeanero yeuta I'K (nmpennusonon 1%, nek-
camerasoH 0,1%, TpuaMIIMHONIOH) Ha3HAYAIOTCS B BUJE Kamenib 3-6 pa3 B 1eHb. HTpaBUTpeaib-
Hoe BBezaeHue ['K mokazano mareHTaM ¢ OJHOCTOPOHHUM O0OCTpeHHEM YBEUTa KakK JOIOJHe-

HUE K CUCTEMHOU Tepamnuu.

Kaxnomy OompHOMYy BB ¢ BOoCcnmanmuTenbHBIM TPOIIECCOM B 3aJHMX CETMEHTax TIJjas,
NEPBUYHBIM WM PEKYPPEHTHBIM OCTPBIM YBEHTOM, YIPOXAeMbIM [0 TMOTEpPEe 3pEHUs
peKoMeH10BaHO Ha3zHaudaTh Bbicokue a03bl 'K (mpemuuzomon (ITPEJ)) 0,5-1 mr/kr/cyt wmm
Metunnpenan3onon (MetwilIPEJl) B skBuBaneHTHOW n03€) BHYTpb. llanueHTam c TsKelnbIM
YBEUTOM, OCOOEHHO MpH ABYCTOPOHHEM MOPaKEHUH I1a3, mpoBoauTcs mynbe-Tepanus ['K (mo 1
I METWINPEIHU30JI0Ha B/BeHHO 3 mHs moapsia). Ilymec-tepanus 'K ucnomesyercs u mpu
BHETJIA3HBIX TposBIieHUsX bb, Takux kak Heiporcuxuyeckue, mopaxenue JXKT (ocTpsrit
KUBOT, KPOBOTEUCHHE), (OPMUPOBAHUE AHEBPU3M JIETOYHBIX apTEepPHUil, aCENTHYECKOM OCTPOM
MeHuHruTe u Jp. B mnocnennux cinywasx ['K  couerator ¢ LlcA wmm  apyrumm
UMMYHOcynpeccuBHbIMU Tipenapatamu (A3A, nukinodochamunom (LD)), UOH-a unn udHO-
a. 'K B Buie MOHOTEpanuu paccMaTprUBAETCs TOJABKO KaK MAaJUIMATUBHOE JICYEHUE.
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Cumnraetcs, 4yTo JUIMTENbHOE MPUMEHeHHe BhIcokHX 103 ['K cienyer nzberath, 0COOCHHO
IIPY BOBJICUECHUU 3aHETO CErMEHTA IJ1a3a, IOCKOJIbKY MOXKET BOSHUKHYTH CTEPOUAOPE3UCTCHT-
HOCTb, YBEJIMUMBAETCS] pUCK TPOMOO30B U psifa Apyrux modounsix 3¢ dexros [8].

OddexruBnocts ['K npu bb mocTositHHO 00CyX)1aeTcsi B TUTEpaType, OJHAKO OMYyOITHKO-
BaHa TOJIKO OJIHA CTaThsl, B KOTOpoH mpuBoastcs nanueie PKU, nocesmenHoro onenke 3¢ dex-
TUBHOCTH B/MBILIEYHOT'O IPUMEHEHHSI METHIIIIPETHU30JI0Ha-a1eTaTa B 1o3e 40 Mr kaxable 3 He-
JIeNy B TeueHue 27 HeleNb B CPaBHEHMH C IU1aned0 B OTHOIICHUH CIM3HCTO-KOXKHBIX MPOsIBIIC-
Huii bb [9]. ABTopbl nokazanu, yto 'K B 1aHHOM BHUIE HE OKAa3bIBAJIU MOJOXKUTEILHOTO BIIHS-
HUs Ha Takue nposiBieHus bb, Kak sA3Bbl T€HUTAINNA U CIU3UCTOW POTOBOM IIOJIOCTH, IICEBIO-
(GomukynuT u apTpuT. OTMEUYEH NOJOKUTEIbHBIN AP PEKT TaHHON Tepanuy TOJIbKO B OTHOLIE-
HUU y3JI0BaTOU dPUTEMBI Y KEeHIUMH ¢ bb.

Konxuumn npu bb npumensercs ¢ 1980 r. Ecnu panblie npenapaT UCIIOIb30BAJIC KakK
NepBOe CPEJCTBO MOUTH MpHU Beex MpossieHusx bb, B HacTosee BpeMst OH MCTIONb3yeTcs s
HAYaJLHOTO JICYCHHS CIIM3UCTO-KOKHBIX MPOSIBICHUN U apTpuTa ¢ (HOpMaIbHBIMU JOKA3aTeNb-
cTBamu, noiaydeHHbiMU B Tpex PKU [2, 5]. B nepBoM uccieqoBaHUM y4acTBOBAIU 35 MAllMEHTOB
¢ bb ¢ mpenMyniecTBeHHO CIU3UCTHIME MPOSBICHUSMHU, KOTOPbIE MOJIydanu 1ubo 1,5 Mr Komim-
IIMHA B JICHB, TU00 11ane6o B TeueHue 24 nHeaensb [10]. Koaxumuy B JaHHOM HCCISIOBAHUM I10-
Ka3aJl CBOE MPEUMYIIECTBO TOJIBKO B OTHOIIEHUH Y3JI0OBAaTON DPUTEMBI U CYCTaBHBIX MPOSIBICHUN
bb. Bropoe nBoitnoe cnenoe PKU Bximrovanno 116 nmanimeHTOB ¢ aKTUBHBIMU CIIM3UCTO-KOKHBIMHU
MPOSIBIICHUSIMU, KOTOPBIE B TEUCHHE 2 JIET MOIyqau JTHO0 KOIXUIHH (1-2 MT/CyT ¢ yueToM Mac-
chl Tena), Moo 1utanedo [11]. B pe3ynbrare ObUT0 MOKa3aHO, YTO KOJXHIIMH MPEBOCXOUT TIA-
11e00 MpHU JICYCHUH 53B TCHUTAIHM, y3JI0BATOW IPUTEMBI U apTPUTA Y JKEHIIMH U TOJIBKO TpU
apTpuTe y My>K4uH. [lanienTsl, yuacTBOBaBIINE B UCCIEI0BaHNH, OBLIN MOBTOPHO OLIEHEHHI 15
aet cnycts [12]. Pe3ynpTaThl noKa3aia, YTO HENPEPBHIBHOE MPUMEHEHUE KOJXHUIMHA HE OKa3bl-
BaJIo cymecTBeHHOro ¢ dekra Ha TeueHre bb, MockoabKky OHO HE CHIDKAJIO MOTPEOHOCTh B M-
MYHOCYTIPECCUBHBIX IIpenapaTax Mpu NOpaXeHUH Ipyrux cucreM opraHos. Mpanckoe PKU, kak
U TpeIbIIyIe Typerkue padboTsl, kacamock 169 manuentoB ¢ bb 6e3 mopakeHHuss OCHOBHBIX
OpPTraHOB U MOKAa3aJI0 MMPEBOCXOJICTBO KOJIXUIIMHA HAJl TUIAIe00 B CHIDKEHUU OOIIEH aKTUBHOCTU
0oJie3HM 6€3 CYIIECTBEHHBIX PA3IHUYUNA MEKIY MYy KYMHAMH U KeHIIUHaMH [ 13].

OCHOBHOW MEXaHM3M JEHCTBHS KOJIXMIIMHA OIPENENETCS] €ro CHOCOOHOCTHIO CBSI3BI-
BaTbCsl C o/P-cyObenuHuIIaMu Oefika TyOyJrWHA, YTO MPUBOIUT K OJOKHPOBAHHMIO COOPKH M TIO-
JTUMEpU3AIA MUKPOTPYOOUEK — KIIFOUEBBIX KOMIIOHEHTOB IIUTOCKEIETa. JTO, B CBOIO OYEPE/b,
BBI3bIBAET MHOTOUMCIICHHbIE HAapyIIeHHUs] QYHKINOHAIBHON aKTHUBHOCTH B MEPBYIO OYEpEb MU-
SJOUIHBIX U JHAOTEIHUATHHBIX KIETOK: MUTO3a, MUTPAIMH, JEJICHUS, (aroiuTo3a, BHYTPUKIIC-
TOYHOTO TpaHCHOpTa, PyHKLIHUH MOHHBIX KaHAJIOB, CHHTE3a LIUTOKUHOB, XEMOKHHOB U JKCIIpeCc-
CUU MOJIEKYN ajare3uu. Ha KIeTOYHOM YpOBHE KOJNXHIIMH MHTHOMPYET XEMOTAKCHC HEUTpOQu-
JIOB, UX aJre3uio, MOOMIM3AIMIO U PEKPYTUPOBAHUE B 30HY BOCHAJICHUS, CHHTE3 CYINEPOKCHU-
HBIX PaJUKAIOB U Jp. BaXHBIM MOCIENCTBUEM HApYIICHHS MOJUMEPHU3AINH MHUKPOTPYOOUYEK
SBJISICTCSI TIOJIaBJieHWe akTuBanuu (epmeHta kacmaszbl-l1 — kommoneHta NLRP3 (nucleotide-
binding domain, leucine-rich-containing family, pyrin domaincontaining-3, umu Nod-like
receptor protein 3) nHQpIAMMACOMBI, KOTOpask peryIupyeT oopasoBanue uHTepieikuna 13 (MUJI-
1) u3 HeakTHUBHOTO MpemecTBeHHnKa — mpo-NJI-13. WJI-1B, B cBot0 ouepens, peryiupyer pe-
aKLUU BPOXJACHHOTO UMMYHHUTETA, B TOM YUCIIE CUHTE3 IPYIHX «IIPOBOCHATUTEIBHBIX» MEAHUa-
topoB (MJI-6, NJI-8), akTUBaIIMIO «MMMYHHBIX» KIIETOK, 00JIajacT MHOTOYHUCICHHBIMU METa0o-
JUYECKUMH U IECTPYKTUBHBIMU 3 dexTamu [14].

HNmvmyHocynpeccuBHbIe npenaparbl 1pu bb ucnonbs3yloTcss MHOTHE TONbI, B TIEPBYIO
ouepean 310 — LD (¢ 1969 1.), A3A (¢ 1974 r.) u LicA (c 1988 1.).

Azatuonpun (A3A) (MMMyHOCYNpPECCaHT W3 TPYHNIBl AHTUMETA0OJIMTOB) — SIBISETCA
Hau0oJiee 4acTO Ha3Ha4yaeMblM MMMYHOCYIIPECCUBHBIM cpelIcTBOM INpu bb Ha ceropnsmHuii
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JIeHb, TOCKOJBKY 3(P(PEKTHBHOCTh €ro IpU OIEHKE JJIUTEIHHOrO MPOrHO3a IMOJTBEPXkKACHA B
PKMU, nokazaBmmux, 4To paHHee Ha3HaueHHEe A3A yMEHBIIAET YaCTOTY PEIUIMBOB U MOJABIISET
BOCTIAJICHUE TIPH YBEUTE, 0COOEHHO 3a7HeM, 3(h(hEeKTUBHO B OTHOIICHUH 3B I€HUTAINHN, apTpH-
Ta, COCYJIUCTHIX U HEBPOJIOTHYECKUX MposBIeHUsX [15, 16]. B Hameit HenaBHel paboTe, OLICHH-
Batomiel 3(p(EKTUBHOCTh PA3IMUHBIX CXEM MMMYHOCYIPECCUBHOU Tepanuu yBeuTa y 531 poc-
cuiickoro namuenta ¢ bb, mpocnexeHnHoro B cpemHeM B TedueHue 14 jeT, ObLI0 MOKa3aHo, YTO
A3A sBusercs HanOonee 3()()EKTUBHBIM IpEnapaToM Kak Ui KyMHPOBAaHUS BHYTPHUTIIA3HOTO
BOCHIAJICHUs, TaK U JJIA CHUKEHUs o0mieit aktuBHOCTH bb [17]. bonbmmHCTBO aBTOpOB Mo 14uep-
KHBAIOT HE TOJIBKO 3(PPEKTUBHOCTH, HO U 0€30MaCHOCTh Mpenapara Npu JUIMTEIbHOM pUMEHe-
HUU.

OObrunas no3a A3A cocrasnser 1-2,5 mr/kr/cyt (ue 6onee 200 mr/cyr), u 1 Havana
nostHOTO A(dekra Tpebyercs B cpearem 3 Mecsma. Yacto A3A Ha3HAYAOT OJHOBPEMEHHO C
n®HO-0, HO HEKOTOPBIE UCCIIEOBAHMS IPOAEMOHCTPUPOBAIIN OTCYTCTBUE IPEUMYILECTB TaKOU
koMOuHanmu npernapatoB [18]. HeoOxoaumMo MOMHUTH 00 YCHJIGHHH PHCKA MHUEIOCYIPECCUU
npu komOuHarmu A3A ¢ UOH-a [19].

Huxaocnopun A (LicA) onuH u3 Hanboee MOIIHBIX JIEKAPCTBEHHBIX MPENaparoB ¢ ce-
JIEKTUBHOM MMMYHOCYNPECCUBHOM aKTUBHOCTBIO, KOTOPBIN HCIIOJIB3YeTCS HE TOJBKO B TpaHC-
TUTAHTOJIOTHH, HO U B (papMaKoTepanuu MHOTUX UMMYHOBOCIIATUTENILHBIX 3a00JIeBaHUI YeIoBe-
ka. OcHOBHBIMU KJeTKaMu-MuteHsMu i LIcA sBisitorcs CD4-T nuM@onuTsl, akTHBAaIMs KO-
TOPBIX JIEKUT B OCHOBE Pa3BUTHsI UMMYHHOIO oTBeTa [20].

B neuyenun yBeutoB, B ToM umcie npu bb, [IcA npumensiercs ¢ 1983 r. OcHoBoi aJist
UCIIOJIb30BAaHUs TperapaTa B JICUEHUU YBEUTA IOCTYKUIM SKCIEPUMEHTANIbHbIE JaHHbIE R.
Nussenblatt u coart. [21], coritacHo koTopbiM, LIcCA 0OKa3zancs cCioCOOHBIM TIOJIABIIATh PELIUIN-
BUPYIOLIUN ayTOUMMYHHBIN YBEOPETUHHT.

OddexruBnocts LcA npu bb nponemonctpuposana Bo muorux PKU yarie B coueranuun
C Ipyr'MMHu npenapaTtamu, B yactHocTH, I'K, xmopamOynumnom [22, 23] u konxuuHoM [24].

[IpenapaT yamie Ha3HayaeTcsl MPHU MOPAKEHUU TJ1a3, MPU 3TOM IOKA3aHO YMEHBIICHHE
YacTOThl U TSKECTH OOOCTPEHMH, B pe3ysibTaTe Yero yiydmiaercs 3putenbHas QyHkius [23 -
25]. IIpu 3TOM JiIeYEeHHH OJHOBPEMEHHO YMEHBIIAIOTCA M Apyrue nposisiaeHus bb — cimsucro-
KOXHBIE [25], cycTaBHbIC U s3BBI reHUTANUi [24]. OTmeueHa 3pdextuBHOCTh LICA B OoTHOIIE-
HUU TpombodreduTa [26]. B poccuiickoit koropre mamueHToB ¢ bb Takxke Obl1o mpoaemMoH-
cTpupoBano, uto LcA, Hapsany ¢ A3A, sBisercs Hanbosee 3(pPEeKTUBHBIM UMMYHOCYIIPECCaH-
TOM JJISI KyTUPOBAHUS BHYTPUTIIA3HOTO BOCTIAJICHUS M CHYDKEHUS o01ieit aktuBHocTH bb [17].

LIcA Ha3zHavaeTcs IJIaBHBIM 00pa3oM B J103€ 5 MI/KI/CYT NEpOpalIbHO, MIPU AOCTHKECHUN
adexra — 1032 MOXKET OBITH YMEHbIIeHa 10 3 U naxe no 1 mr/kr/cyr. Ilpu monmHOW OTMEHE
npemnapara, Kak IpaBHJIO, BO3HUKAeT o0ocTpeHue yeeuta [27]. BakHO MOMHUTB, YTO OJHOBpE-
MeHHOe Ha3zHaueHue [ICA n A3A MoXeT NPUBOAUTH K CHUKEHHUIO KOHLIEHTpAIuu B KpoBU LIcA
U YMEHBIICHHIO ero 3pdexTuBHOCTH [28].

JlnmutenbHoe npuMeHneHnue LICA B psae cimydaeB MOXKET OBITh OTpaHUYCHO HM3-3a M000Y-
HBIX 3((EKTOB, Cpeu KOTOPHIX: HEBPOJIOTHUECKUE, THPCYTH3M, THIIEPIIA3Usl 1€CEeH, JKeITya04-
HO-KHUIIIEYHBIC PACCTPONCTBA, HE(PPOTOKCUIHOCTD, MOBHIIIICHUE apTePUATIHLHOTO JAaBICHUS [2, 3,
29].

Oco6oro Buumanus tpedyet LICA - acconunpoBanHas obpatumas HeHPOTOKCUIHOCTD, B
CBSI3U C YeM HEOOXOIUM CTPOTUi KOHTPOJIb 32 MOYEHHOM (yHKIMEH (onpeaesneHne KpeaTHHIHA
1 KITyOOYKOBOH (DMIBTpAIMK KaXkable 6 HENEelb), TaKKe TPeOyeTcss MOHUTOPUHT KIMHUYECKOTO
aHanu3a KpoBU U (QyHKIMM niedeHu [29].

PexomennoBano n3zberats HazHaueHus LIcA mamuenTam ¢ bb u Texkymumu wim nepexe-
CECHHBIMU HEBPOJIOTMYECKUMHU PACCTPOMCTBAMM B CBA3M C MOTEHLHMAIBHO HEMPOTOKCHUYECKUM
a¢dexTom npenapara. [1pu nosenenun y nanuentoB ¢ bb HeBpomornueckux cUMNTOMOB, Mpe-
MOJIOKHUTETBHO CBSI3aHHBIX C MapeHXxuMaro3HbiM nopaxkenueM LIHC, LlcA nomxeH ObITH OTMe-
Hex [30].
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Huxaopocpamua (LIP) — ObIcTpOACHCTBYIONUI ANKUIUPYIOMUN UTOTOKCUYECKUNA
npenapar. Hanbonee a¢pdextuBabv L{D npu bb cunraercs B ciyyae BBISIBICHUS apTepUATBHBIX
AQHEBPU3M, B IIEPBYIO OUYEpEb — AHEBPU3M JIETOYHOM apTepuu. TakuM ManyeHTaM M0Ka3aHa MH-
JIYKIIMOHHAs Tepamnus BBICOKMMHU n03aMu BHYTpuBeHHBIX 'K B coueranuu ¢ [{® c nmocnenyro-
MM €KEMECSYHBIM BHYTpUBEHHbIM BBeaeHueM LIdD mo 1000 Mr. B TeueHue roja, U «Iepexo-
nom» Ha BBenenue L{® pa3 B 2 mecsia B TeueHue BToporo rojaa [4, 6, 31]. [lokazaHo Takxke, 4TO
npenonepanuonHoe jeuenue L® u I'K neroynsix aHeBpu3M CHUKAET PUCK PELIUAMBOB U MOCIIE-
onepanruoHHbIX oclioxkHeHui [32]. Exemecsunas nynbc-tepanus LD B noze 500-1000 mr B Te-
yeHue 6-12 mec. mpu Xopoliei NepeHoCHMOCTH TpenapaTa Mmoka3aHa MaiieHTaM ¢ TpoMO0o30M
KPYITHBIX BeH U apTepuil [4-6]. HeKoTOpbIM ManMeHTam ¢ TSKENIbIM MapeHXUMATO3HBIM MOpaxe-
uuem ITHC Taxske mokasano HazHadenue LIdD (mo 600 Mr/m> HOBEPXHOCTHU Teja — BHYTPHBEHHO
KanenbHo B 1-#, 2-i, 4-i1, 6-i1, 8-if neHb, 3aTeM Kaxaple 2 Mecsia He MeHee 12 mecsies [33])
(103BI, PEKUM BBEJICHUS U JIUTEIBHOCTD JiedeHus: L{D 3aBHCAT OT TSHKECTH COCTOSHUS, KITMHU-
yeckoro 3 dexra u mepeHOCUMOCTH).

N3BectHbl moO0uHbIe 3¢ dexThl LD (pa3BuTHe reMopparnyeckoro HUCTHTA, JETOYHOTO
¢bubposa u ap.), HO, MOCKOILKY KOHTpoJaupyeMbie uccienoBanus [{® y 6onsubix BB HE mpoBo-
JUITICH, TO U TOYHBIX CBEICHUI OTHOCHTEIBHO YACTOTHI 3TUX OTPHUIIATEIbHBIX 3(PPEKTOB HET.

Anpemuiact (AIIP) - nepopanbublii uHrHOUTOP Pochoaudrcrepassl 4 (D/154), koTopsiid
ABJISIETCS TIPEJCTaBUTENIEM HOBOIO KJIacca MaJlbIX MoJieKyl (OJIOKaTOpOB CUTHAJIBHBIX IyTEH) B
neuennu bb. ATIP unrnbupyer BHyTpu KieTku crenuduueckuii pepment @194, uyto Beaer K
MOJABJICHUIO BOCIAIMTEILHON peakinu 3acueT cHkeHus npoaykuun ®HO-o, NJI-12, NJI-23,
WNII-17, NJI-22 n npyrux npoBOCHAIUTENbHBIX IUTOKUHOB, a TAK)KE€ U3MEHEHUS! YPOBHEH HEKO-
TOPBIX MPOTUBOBOCHAIUTEIbHBIX HHUTOKMHOB, Hampumep, WJI-10. B kIMHHYECKON MNpaKTUKE
00bryHO AIIP Ha3zHavalT manyeHTaMm, KOTOPbIM Tepanusl TeHHO-UHKEHEPHBIMH OMOJIOTMYEeCKH-
mu npernapatamu (I'MIBIT) He MokeT OBITH MPUMEHEHA MO KaKUM-TM00 mpuurHaM (MH(EKIIHH,
ocobennoctu BBeneHus ' IBIT). AITP mMoskeT ObITh Ha3HAUYEH paHO OOJILHBIM ¢ KOMOPOUIHBIMU
3a001eBaHUSAMH (HAIPUMEP, PUCK TeMaTOTOKCUHYHOCTH Y 00bHBIX bb).

O¢dexruBnocts AIIP mpu neuenun 538 nojoctu pra npu bb Obuta mpoBepeHa B 1BOM-
HOM CIIETIOM ILIAe00-KOHTpoIMpyeMoM ucciienoBannu 2-it [34] u 3-it ¢aswr [35]. B PKU 3-i
da3sl [35] «RELIEF» npussuio ygactue 207 B3pocibix nanueHToB ¢ bb ¢ akTUBHBIMU si3BaMu B
MIOJIOCTH PTa, paHee MOIyYaBIIMX [0 KpaifHEeH Mepe oJuH HeOnoiaornyeckuii npemnapar. Cornac-
HO TOJIYYEHHBIM Pe3yJbTaTaM, UCIOJIb30BaHUE JIEKAPCTBEHHOT'O CPECTBA MO3BOJIIIO TOOUTHCS
CHIDKEHHs 60 B 0071acTu 513B Ha 42,7 MyHKTA 110 CPAaBHEHUIO C UCXOIHBIM ypoBHeM. [Ipu mpu-
eMe manedo OoyieBbIe OUTyIICHUs CHIKaMCh Ha 18,7 mynkTa. Cpenu moOoYHBIX 3P (HEKTOB,
CBSI3aHHBIX C MPUEMOM aNpPEMHIIACTa, Yallleé BCEro BCTPEYAIUCh JAUapes, TOLIHOTA, TOJIOBHAs
00sb 1 WHGEKIIMU BEPXHHUX AbIXaTeNbHBIX myTei. B 2021 1. ympaBieHue mo caHUTapHOMY
HA/JI30py 32 KaueCTBOM MUMIEBBIX MpoAykToB U MmeaukameHToB CIIIA (Food and Drug Admin-
istration, FDA), onupasice Ha pe3ynabrarel PKU 3-it daser «RELIEF» [35], ogoOpuno npenapar
Ortecna / Otezla (ampemumact / apremilast) ass ie4eHus 3B B MOJIOCTU PTa y B3POCIBIX MallUEH-
TOB, cTpajgaromux bb.

Cornacuo nocnegaum myonukanusam, AIIP s¢pdexkTHBeH B OTHOIIEHUH YMEHBIICHUS KO-
JMYECTBa 53B, OOJIM MPH A3Bax MOJIOCTH PTA, a TAKKE YMEHbBIIIAET BPEMsl 3a)KUBJICHUS SI3B U MO/~
JEpKUBaeT peMuccuio cromatuta [36, 37]. OH Takxke okazaincs 3Q(QEeKTUBEH B OTHOIICHUU SI3B
Ha TEHUTANUAX, IPU MOPAKEHUU KOKU M CYCTAaBOB, PE3UCTEHTHBIX K TEpaluu KOJIXHMIIMHOM U
JIPYTUMH UMMYHOCYTIPECCAaHTaMH, HO €r0 3(EKTUBHOCTD MPH TSHKETBIX OPTaHHBIX MOPAKCHHSIX
npu bb no cux nop HeussectHa [38, 39]. Kpome Toro, okosio 30% nanueHToB OTMEHSIOT Mperna-
paT B CBsI3U C HexenareabHbIMU siBIeHUAME [37-39]. B uccnenoBanuu M. Vieira u coaBt. [38]
OTMEUEeHa BBICOKasl YacTOTa HeXKeIaTeNbHBIX sBIeHUH (66%) Ha ¢oHe Tepanuu AIIP B peanbHOI
KIIMHUYECKON mpakTuke. OCHOBHBIMU HEKEIATeNbHBIME sBIICHUSIMU Obutn nuapes (38%), Tom-
HoTa (34%) u ronoBHas 60b (32%).
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HenaBnee naGmromarensHoe uccinenoanue L. Hirahara u coast. [40] mpoaemMoHCTpHUpO-
BaJio 3 deKTUBHOCTh coueTaHHOUN Tepanuu AIIP ¢ KonmxunuHOM B TedeHUE 3 MecCSIeB B OTHO-
HIEHUH a(TO3HOTO CTAMaTHTA.

PexomennoBano npumensate AIIP o 30 Mr 2 pa3a B ieHb, YTPOM U BEYEpOM, C HHTEpPBa-
oM npumepHo 12 yacoB npu bb. CornmacHo MHCTpyKLMH, CIEAYET OCYLIECTBIIATH HadyalbHOE
TUTPOBAHUE J03BI MpernapaTa B COOTBETCTBUH CO CXEMOM, MPUBEICHHON B TaOIHIlE 2.

Tabnuua 2. Cxema no3upoBanus AITP

Henb 1 Henp 2 Hens 3 Hens 4 Hensb 5 Jensb 6 u nanee

YTpO YTpO BEeUep | yTpo BEUep | yTpo BEUEp | YTpO BEUep | yTpo BEUep
10 mr 10 mr 10 mr 10 mr 20 Mr 20mMr | 20 MT 20 Mr 30 mr 30 Mr 30 Mr

Jlpyrue uMMYHOCYTIpecCaHThI

Muxkodenonara moperna (MM®D) y GonpHBIX BB MOXKeT Hconb30BaThCs MpH pedpak-
TepHOM MapeHxumaTo3HoM nopaxeHuu [IHC u pedpakTepHbIX CIM3UCTO-KOKHBIX MPOSBICHU-
X, OJIHAKO B MocjenHeM ciydae 3(pdekTuBHOCTh AaHHOrO mpemnapara cropHa [41-43]. Peko-
MEHTyeMbIi pexuM ao3upoBanust MM® — 1 r— 2 p/nens [41].

MeToTpekcaT MOXKET MPUMEHSITHCS B 103€ 5-15 Mr B Hezelnto, Kak MpaBWIO MPU Pe3u-
CTEHTHBIX CYCTaBHBIX U CIIM3UCTO-KOXHBIX mpossieHusix bb. [lokazana sddexTuBHOCTE METO-
TpeKcaTa IpU MOPaKEHUU TJ1a3 U IPOTrPECCUPYIOLIEM ITOPAKEHUN HEPBHOM cucTeMsl [44, 45].

XiopOyTuH (JeiikepaHn) okazancs d3QQGEeKTUBHBIM MIPH JICUEHUH TTAPSHXUMATO3HOTO T10-
paxenus IIHC u yBeuTa B HEKOHTPOJIMPYEMBIX HMCCIEIOBAHUSAX, OJIHAKO CEPbE3HBIC HEXKea-
TeJbHBIE SIBICHUS, MPEUMYIIECTEHHO XPOMOCOMHBIE aHOMAJIMU U T€MaTOJIOTHYECKUE 3JI0Kaye-
CTBEHHBIC HOBOOOpPA30BaHUs, IPUBEIN K TOMY, YTO JaHHBIM Mpenapar He PpeKOMEHOBAaH K HC-
MOJIB30BAHUIO B TTOCEAHHE ToAbI [46 - 48].

Tanupomun (He 3apeructpupoBan B Poccuiickoit @eaeparun)

CunTaercs, 4yTO TaNUIAOMHUJ OKA3bIBAET CBOE MMMYHOCYIPECCUBHOE JEHCTBHE B OCHOB-
HOM 3a cueT Onokaasl PHO-o u narnduposanus NF-xb [49, 50]. [nuTtensHoe BpeMs mpenapar
OBLT 3alpelieH K MCIONb30BAaHUIO B CBS3U C BBIpAKEHHOU TeparoreHHoCcThio. C 1998 r. FDA
pa3pelieHo NPUMEHEHUE TAIWJOMMIA MPU MPOKA3e, MHOKECTBEHHON MHEIOME M HEKOTOPBIX
JIPYTHUX TSKENBIX OHKOJIOTHYECKUX 3a00JIeBaHUSAX.

B enuHCTBEHHOM ABOWHOM clienoMm, Iurane6o koHtponupyemom PKU onenuBanach 3¢-
(GeKTUBHOCTH ABYX pa3HbiX 103 Tamuaomuiaa (100 mr/cyt u 300 mr/cyTt) y 96 mammeHToOB MYXK-
ckoro mnoisa ¢ bb, UMeIomuX aKTUBHBIE CIM3MCTO-KOXKHBIE MPOSBICHUS 0€3 MOpakeHUsI OCHOB-
HbIX opraHoB [51]. Tammmomua oka3ancs He TOJBKO d(PPEeKTHBEH MpH JIeueHUH ahTO3HOTO CTO-
MaTHUTa, TEHUTAIBHBIX SI3B U MOPAXKEHUH KOXKH 10 TUTTY (POJUTUKYINTA, HO TaKXKe TPeI0TBpaIial
MOSIBJICHHWE HOBBIX SI3B TOJIOCTH PTa M TEHUTAINKN B TeUeHUE 24 Henenb uccieqoBanus. IHQext
TaTUIOMH/Ia BO3HUKAN OBICTPO M COXPAHSIICS HA MPOTSHKEHUM BCETO MCCIIECIOBAHUS, HO BCKOPE
nociie MpeKpalleHus] IprueMa TaluIOMHIa CUMIITOMBbI BO30OHOBIsUIMCH. He BBISBIEHO cylile-
CTBEHHOM Pa3HHUIIBI MEXKIY IBYMS JO03aMH TAIMJOMHU/A B OTHOLIECHUH 3PPEKTUBHOCTH, HO Cella-
TUBHBIA 3 (deKT ObuT Oosee YacThiM TIpH OoJiee BhICOKOW m03e. CorjaacHO PeTPOCHEKTHBHOMY
UCCIIEIOBAaHMIO, TAJTHIOMUJ] MOXKET OBbITh Takke dP(PEKTUBEH y MAUEHTOB C TSKEIBIM MOpaxe-
Huem JXXKT, neBocnpuumuusbix kK A3A, HO ycriemHoe npumenenne nOHO-a B nmocneanue ropl
3HAYUTEIBHO COKPATUIIO HEOOXOAUMOCTh IPUMEHEHHUS ATOTO MOTEHIMAIBHO OMACHOTO Mpenapa-
Ta MO JaHHOMY ITOKa3aHuto [52].

IIpousBoaHbIEe S-aMHHOCATHIIUIOBOI KHCIA0THI (cynbdacanazuH (2 r/aeHs)/ Mecana-
3uH (2-4 v/nenp)) npu bb nokasansl npu nerkom u ymepennom nopaxxenun XKKT [53, 54].

HNutepdepon—annpa (MPH-0) — npeacrasisier coOoil mIedOTPONHbIA TUTOKKUH, 00Ja-
TN MMMYHOMOYIHPYIOIIUMH, MPOTHBOBHUPYCHBIMH M aHTUIPOIH(EPaTHBHBIMUA CBOM-
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crBamu. [Ipenapar B Buje AByX pekomMOuHaHTHBIX u30TunoB (M@H-02a u UPH-a2b), onobpen
JUIsl iedeHus: BupycHoro renatuta C M HEKOTOPBIX I'eMaTOJOTMYECKUX M COJIMIHBIX 3JI0Kaye-
CTBEHHBIX HOBOOOpa3zoBanuii. B 1986 r. D. Tsambaos u coaBT. [55] mpeanoxuau uCrnoib30BaTh
N®H-0 ayist nedeHust TSHKEIBIX, YCTOWYMBBIX K JiedeHHto ¢popM bb, B ¢BsI3u ¢ BO3MOKHBIM BH-
pycHbIM reHe3oM bb. OHu ey Tpex mareHToB BHICOKMMHU JJ03aMu Tpenaparta (9-12 mumnu-
OHOB €JIMHMI] BHYTPUMBIIICUYHO €XeIHEeBHO) B TeueHue 11-16 gueit. [lomnas pemuccus Obuia
JIOCTUTHYTA y BCEX, 32 UCKIIIOUEHUEM TIJIa3HBIX MPOSBICHUM y oaHoro mauueHta. B 2004 r. L.
Kotter u coaBt. [56], omyOnmrKkoBaan MeTa-aHAIN3, KACAIOMIUNUCS BCEX UCCIEIOBAaHUMN 1O MPUMeE-
Henuto UDH-a npu bb, B kotopslil Bomyu 338 nanuentos ¢ bb, 215 u3 koTopbix umenu nopa-
JKeHue 11a3. ABTOpHI caenanu BeiBoJ, 4To UDH-o obmamaet Bbicoko#t 3¢ (HEKTUBHOCTHIO B OT-
HOLIEHHUHU BceX mposiBieHnit bb, oco6eHHo npu mopaxeHuu ria3 ¢ BaCKyJIUTOM COCYZIOB CeTyat-
k. UDOH-02a okazancs 6omnee rapdexruBabiM, yem UDH-a2b. B nocnegaue 10 net mosBUIUCH
MyOIMKAIIH, KacalolIrecss BO3SMOXXHOCTHU JUTUTEIBHON O€371eKapCTBEHHON PEMUCCUU TIOCTIE KYp-
ca tepanuu UDH-o y 6oneHbIX Bb. B pabore C.M. Deuter u coat. [57] mokasano, 4to y 53 ma-
[IUEHTOB C TSDKENbIM pedpakTepHbIM yBeUTOM B 98% ciiydaeB ObUT TOTYYEH MOJIOKHUTEIHHBIN
s dext Tepanuu, a 50% nanUeHTOB MOCe MPEKpalleHus JIEYCeHHUsI HaXOMINCh B PEMUCCUU HE
Mmenee 45,9 mecsneB. E. Diwo u coaBrt. [58] Taxke ormerwin, uro 76% nanuentoB ¢ bb mocie
otrMeHbl UDH-0 Haxoauaucs B 6€3MeIMKaMeHTO3HOM PEMHICCHH B CpeiHeM B TeueHue 5,05 Jer.
B uccnenoBanusax npusBoasaTcs pasHsle cxembl npumeHeHus M®H-a: ot 3 go 16 man. ME 1-3
pasa B Henemo wid 6 miuH. ME B 1eHb B TeueHHe Mecdlla, ¢ MOCTEIIEHHBIM CHUYKEHUEM J103bI.
[IpemapaTt MOXET HCTIONTB30BATHCSI B KOMOWHAIMY ¢ HU3KUMU go3amu ['K.

Hecmotps Ha xopomryto sddextuBHOCTh, Tepanus MDH-o gacto compoBokmaercs He-
JKEJIaTeTbHBIMU SIBICHUSIMHU, YAaCTOTAa U BBIPAXKECHHOCTh KOTOPBIX 3aBHCST OT O3Bl M pEXKHMa
npuMmeHeHus. Haubosee yacThiMU HeXellaTeNbHBIMU SBJICHUSIMU y MauueHToB ¢ bb Obutu: mu-
xopazaka B Hauane jeuenus (80%), neiikonenus (40%), nenpeccus (8%), anonerus (10%), apt-
panrus/ pudpomuanrus (10%), norepst Beca (10%), mokpacuenue B mecte unbekuuu (10%), 06-
pazoBanue ayroantuten (16%) wiam pa3BuTHE ayTOMMMYHHBIX 3a00JeBaHUil (B OCHOBHOM TH-
peounuta) u ncopuasa (4-6%) [59].

I'enHo-nHKeHepHbIe OHoornYeckue npenapatsl (I'UBII)

Nuruéuropst ®HO-a

®HO-0 0OTHOCUTCSI K OCHOBHBIM MPOBOCIAIUTEIBHBIM LIUTOKWHAM, UMEIOIIUM Ba)KHOE
naTOreHeTHYeCKoe 3HaueHue npu bb, a ero mHruOupoBaHue MPUBOIUT K YMEHBIICHUIO BBIPa-
YKEHHOCTH MPAKTUYECKH BCEX KIMHUUECKUX MposBieHuil. [leppas myOGnukaius no npuMeHEeHHUIO
u®HO-oa npu bBb mosBumace B 2001 r. [60], B Poccun padora, mocBsimeHHas 3(pPeKTUBHOCTH
nHpmkcumada (MH®D) y 6oapubIX BB, Ob11a omyonmukoBana B 2005 r. [61]. B 2011 1. A. Aridaun
coaBT. [62] cymmupoBanu Bce naHHble 1o npuMmeHeHno HOHO-a npu Bb B 0630pe, koTopsIii
BKTIOUMI 369 manueHToB. bonbmmHcTBO nmamuenToB nonydanu MH®. [IpuunHoil HazHaueHHs
u®HO-0 B 0cHOBHOM ObLTH ped)pakTEpHBIE K CTAHAAPTHOMY JICUCHHUIO CITydau MOPaXKESHUS TI1a3,
cocynoB, [THC, XKKT. Otmeuena Boicokast 23¢p(HeKTUBHOCTh JaHHOW TEPalMK C MOJHBIM pa3pe-
HIEHHWEM CUMNTOMATUKHU B 67-100% cioyuyaeB um AJIMTENBHON pEMHMCCHUEN yBEUTA IOCIIE OTMEHBI
NHO® B 40%. C 2011 1. crano nosBisThcst Oonblie paboT 1Mo CpaBHUTEIbHOU 3(PeKkTHBHOCTH
pazmunbix *PHO-o npu bb, npenmymectBenHo npu nopaxenuu raa3. B 2015 r. H. Vallet u
coaBT. [63] omyOaWMKOBaJIM JaHHBIE MHOTOIIEHTPOBOTO HccienaoBaHusi dddextuBHoctn MHD
(62% mamuenToB), aganumymaba (AZIA) (30% namnuentos), staneprenta (OTL) (7,3% manuen-
ToB) U ronumyMmada (0,8% nanuenToB) y 124 nanueHToB ¢ pedpakTepHbIMU MposiBiIeHUsMU bb.
50,7% OGOIBHBIX MOJHOCTHIO OTBETHIIA HA Teparuto, 39,7% mMenu 4acTUYHBIN OTBET, IPU 3TOM
«OTBETYMKAMM» Yaille ObUIM MalUEHTHl ¢ mopaxeHueM ria3 (96,3%), B oTiinure oT OONBHBIX C
JIPYTUMH KIMHUYECKUMU nposBieHusIMU (88%). Cpeau SKCTpaoKyIspHBIX HMPOSBICHUI Hanbo-
nee >pdextuBHbl MOHO-0 6t mpu nopaxkenun LIHC (92,3% orBerunm Ha JeyeHHe) U
HauMeHee — MpHU MopakeHUH cycTaBoB (77%). He oTME4eHO CyIIEeCTBEHHON pa3HULIBI MEXAY
s dextuBHOCTRIO MHD 11 AZIA. B 2017 r. Typeukue ucciaeaoBaTelid CpaBHIIIM 57 MalUEHTOB C
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bb yBeurom, nonydaBmmx MH® mo u mocne 2013 . (¢ 2003 mo 2015 rr) [64]. [Tocne 2013 .
oTMedeHo Oonee panee HasHaueHne MMH®, mpakTtuuecku cpa3y mociie BOZHUKHOBEHHUS YBEUTA,
YTO OKa3aloch Oosiee F3PPEKTUBHBIM KaK B OTHOLICHUU YPEKEHHUS 4Hcia OOOCTpEHHH yBeuTa,
TaK U B OTHOIICHUH COXPAHEHUS OCTPOTHI 3peHus1. HTepecHa Takke padora V. Calvo-Rio u co-
aBT. [65], koTopsie oueHmn 3pdpextuBHOCTE MH® 11 AJIA y 124 nanmentoB ¢ bb-yBenrtom, pe-
3UCTEHTHBIX K Tepanuu LIcA, A3A, METOTpeKkcaToM U MyJbC-T€pANUeil METHIINPEIHNUZ0IOHOM.
B GonpmmacTBe cnyyaeB ”@HO-o Ha3Hayanuch Ha (hOHE Tepanuu JaHHBIMH UMMYHOCYIIpEC-
cantamu. Yepes roa 67,7% mauueHTOB TOCTUTIM MOJHOH PEMHUCCUU YBEUTA. Y UUTHIBASI BHICO-
kyto 3¢dexruBHocts UH® u AJIA y 6onbHbix Bb ¢ yBentom Amepukanckoe OOLIECTBO 1O
VYBeutam (American Uveitis Society) eme B 2014 r. pekomeHmoBaino ucnoib3oBath HOHO-ao
(MH® u A1A) npu oboctpeHnu yBeuta y 00abpHBIX bb Kak mpemaparsl nepBoro u BTOporo ps-
Jla, TTO3BOJISIIONINE MCTIOB30BaTh Oosiee Hu3kue 3¢ dextuBHbie 10361 ['K [66]. B 2016 1. Ob110
nposeneHo 2 PKU — «VISUAL I» u «VISUAL II», ouenuBaromue 3¢ ¢pexruBHocts AIA y ma-
IIUEHTOB ¢ HEMH(EKITMOHHBIM YBEHTOM, B KOTOPHIC BoILIM U marueHTsl ¢ bb [67, 68]. Ha ocHo-
BaHUU JIAaHHBIX, MOJYYEHHBIX B ITHX HccienoBaHusx, AJIA Obul 0J00peH AMs JeYeHUsS HEHWH-
dexunoHHbIX yBeuToB, BKItouas bb. IlpoBonumiuch Taxke paboThl, MPOAEMOHCTPHUPOBABILNE,
yT0 B3aumornepekiaoueHue mexxy MH® u AJIA BO3MOKHO U IPUBOJUT K XOPOIIEMY pe3yibTa-
Ty B cirydae Hed((HEKTUBHOCTH WJIM HETIEPEHOCHCMOCTH OJTHOTO U3 mpernapaToB [69-71].

S¢dexruBnocts UOHO-a, npeumymecteenno MH® u AJIA, nokasaHa Takxe MpU HO-
paxenunu [IHC, J)KKT, aneBpu3Max JIErOYHbIX apTEePUid U IPYTUX COCYAUCTHIX MPOBICHUSX [72-
86]. bonpmmHCTBO nanueHToB, noMuMo HOHO-0 noayyann UMMYHOCYNIPECCAHTBI, IPEUMYIIE-
ctBeHHO MeToTpekcat u  A3A, a B cayuae mnopaxkenuss JXKT — mnpousBognwsie 5-
aMuHOCATUITIIOBON KuciaoThl. B fAnonnu MH® u AJIA odunmansHo 0100pEHBI IS JeUeHUs
kutreuHoit ¢popmel bb [87].

Cornacuno pexomenaanusim EULAR u PoccuiickuM KIIMHUYECKUM peKoMeH1auusm, nd-
HO-o goikHbI Ha3HAYaTHCS B ciaydasx Tsbkero nopaxkenus rias, [IHC, XKKT u cocynos, a Tak-
xe pu Hed(PPEKTUBHOCTH CTaHAAPTHBIX UMMYHocynpeccanToB U 'K [4, 6]. Ilpeanourenue ot-
naetcss MH® u AJIA. B cBsi3u ¢ U3BECTHBIMU JTAaHHBIMU O HeA0CTaTOYHOU 3 dhekTuBHOCTH DTL]
y nanuentoB ¢ B3K u B cinyuae yBeura, acconunpoBanHoro co CrA, a Takxe B CBSI3H CO Cilyda-
MM pa3BUTHA yBeuTa yxe Ha pone tepanuu DTIIl, Ha3HayaTh MaHHBIA TIpenapar MaueHTaM C
o(pTanbMONOTHYECKMMHU M KUIIEUHbIMU TiposiBieHusiMu bb cnenyer ¢ octopoxHocTbiO [88].

BonsmmHCeTBO HccnenoBareneii ucnoiab3oand MH® B no3e 5 mr/kr xaxaeie 4-6 HEACHb,
B ClIy4ae HeAOoCTaTouHOM 3¢deKkTuBHOCTH mMpenapara ao03a yBenudyuBaiach a0 10 mr/kr. AIA
Ha3HayaJCs B CTaHAAPTHOM J03UPOBKE — 40 MI TOAKOXKHO KaK/Ible 2 HEIEIH.

[Tpu Bb ¢ xopomreii a3¢dexkruBHOCTHIO (94,1%) BOo3MOkHO ipuMeHeHue U apyrux nOGHO-
o (rommmyma0, repToan3yMada miroir), IPEUMYIIECTBEHHO B ciydasx, pedpakrepHbix kK UHD u
AJIA [89, 90]. Haznauenue nepronm3ymada miroJia sBISETCS MPEANOYTUTEIHHBIM Y OepeMeH-
HBIX TAIMEHTOK ¢ akTuBHOW bb, Tpedyromei npumenenus n®HO-o, Tak Kak JaHHBIN Tpenapar
HE MPOHUKAET yepe3 (eTo-maneHTapHsli 6apeep [91, 92].

B otimmune or UDH-0, pemuccus nociie ormensl UGPHO-o nmuthes He Oonee 2 MecsIeB
[93-95].

OCHOBHBIMU HEXENATeIbHBIMU ABJICHUAMH, CBA3aHHBIMU ¢ Tepanueil *UOHO-a sBistoTes
WH(EKIIMOHHBIC OCIIOKHEHUS M PEaKTHUBALUS JIATCHTHON TyOepKyne3Hoi mHbpekunu. OnucaHsbl
Takke pa3Butue ncopuasza koxku, CKB-momo6HOro ayrTomMMyHHOTO CHHApPOMA, TEMHUCITUHU3H-
pyroleii jeiikosHIedanonaTHy, HaMOMHHAIOLIEH paccestHHBIN ckiiepo3 [96].

B mocnegnue roas1 B CBA3M ¢ OsIBIEHUE OMOCUMILTSIPOB opuruHaibHbIX HOHO-o BcTaeT
BoOIpoc 00 ux sKkBUBaieHTHOCTH. B pabote 2017 r. F. Cantini u coaBt. [97] nokazamu OvicTpoe
cHIKeHne 3((HEeKTUBHOCTH Tepanuu npu nepexoze Ha omocummisip MH® y 3 nmanuenTtos ¢ bb.
B Gonee mo3aaem TypenikoM uccienoBanuu E. Dincses u coaBt. [98] ormeTninu xopomryro 3¢-
(GeKTUBHOCTH U TIepeHocuMOocTh onocummtsipa MH® ¢ pemuccueit 6osee 16 mecsieB y 6 mamu-
entoB ¢ bb. Mpanckas padora 2021 r. M. Soheilian u coaBT. [99] nponeMoHCcTpUpOBaIa X0pO-
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1ryio 3QGEeKTUBHOCTh U MEPEHOCUMOCTh Onocumuisipa AJIA npu opTaabMOIOTHIECKUX TIPOSIB-
neHusix y 48 marueHToB ¢ bb.

Nuarudouropsr UJI-1

Wuruburopsr (n)1JI-1 B peBMaronorun oqo0peHs! i geueHust PA u ayroBocnaauTenb-
HbIX 3a0oneBanuil. DddextuBHOCT, MNJI-1 (aHakuMHPHI W KaHakWHymMaOa) y manueHTtoB ¢ bb
U3ydajgach B HECKOJBKMX MHOTOLIEHTPOBBIX PETPOCHEKTUBHBIX uccinenoBanusax [100-102]. Bo
Bcex paborax oTMmedeHa xopoiras 3ddextuBHOCTs UMJI-1, TPEeHMMyYIIECTBEHHO B OTHOIICHUHU
odransmonornyeckux nposisiaeHuid bb. L. Cantarini u coast. [103] npu Ha3HauE€HUH aHAKHHPBHI
nanuenTtam ¢ HedhdextuBHOCTEIO HPHO-00 oT™MeTHIIM OBICTPBIN (D dekT mpemaparta yepe3 1-2
HEJIeNH, OJTHAKO MPAKTHYECKH Y BCEX MAI[MEHTOB B CpelHEM uepe3 29 Henenb ObUIO OTMEUeHO
000CTpeHHEe MPEUMYIIECTBEHHO CIM3UCTO-KOXKHBIX TposiBieHuit bb. HamporuB, B mumoTHOM
uccaenoanuu P.C. Grayson u coaBt. [104] mokazanu, yto 2 U3 6 MAIMEHTOB, MOJYYaBIIUX
AQHAKMHPY N0 TOBOAY CIU3UCTO-KOKHBIX MposiBiieHH bb gocturim nmosHou pemuccuu, 2 — ya-
CTHYHOH, a MPU YBEJIWYEHUHU 1036l mpenapara 10 200 mr/cyt ero 3¢ppekTUBHOCTH B OTHOLICHUN
a(TO3HOTO CTOMATHUTA U SI3B TEHUTANNH 3HaUnMO yny4dmranack. G. Emmi u coast. [100] otmeTn-
au, 9to B 1enoM 41% (11 u3 27) nanueHToB, MOJy4YaBIIUX aHAKUHPY HE CMOTJIM MPOAOJIKUTH
Tepanuio. [IpuunHamMu npekpaiieHus JeueHus ObUIN HeXeNlaTelbHbIe SIBJICHUS Y YeThIpeX Malu-
€HTOB, CHIDKEHHE 3(PPEKTUBHOCTH y TpeX, noTepss 3P(PEKTUBHOCTH y BYX U HU3Kas KOMILIA-
€HTHOCTb JBYX IMauueHToB. Yepes 24 mecsua TonbKo 26,3% NanueHToB MO-NPEeXHEMY MOJTyqaIn
aHakuHpy u 40,6% - KaHaKuHYMAo.

[TokazaHusaMu K Ha3HAUYEHUIO KaHaKMHyMaba y 601abHBIX BB B OONbIIMHCTBE OMMCAHHBIX
B JIUTEpAType ciyyasx ObUIM TsKelble, pedpakTepHble K cTanaapTHO! Tepanuu 1 uPHO-a mpo-
SBJICHUS, TAKWE KaK yBeuT, mopaxxkeHue cocyaoB U XXKKT. B HeKOTOpBIX Ciiydasx s JOCTHUMKE-
HUS KJIMHAYECKOTo 3¢ ¢eKTa moTpedoBaiock 6oiee 4acToe BBeIeHHE CTaHAAPTHON J03bI Mperna-
para — 150 mr kaxzasie 6 Henenb BMecTo 8 Henenb [105-108].

HNuruduropsr NJI-6

Wuruburopsr NJI-6, B nepByto ouepeap Toumnuzymad (TL3), B peBmMaronoruu oqo0peHs
Ju1sl iedeHus: PA, FOBEHWJIBHOTO MAMOINATUYECKOrO0 apTPUTA U TMTAaHTOKJIETOYHOTO ApTEpPUUTA.
PKU no mzyuyennto ullJI-6 npu bBb He mpoBoanioch, 0AHAKO OMyOIMKOBAHO TOCTaTOYHOE KOJIU-
YECTBO CTaTeH, MOCBSIICHHBIX ONMUCAHUIO ciydaeB ycrnemnon tepanun T3 nanuenTtos ¢ bb. B
2020 r. M. Akiyama u coaBr. [109] omybnukoBamu cucTeMaTu4ecKuii 0030p, B KOTOPOM CyMMHU-
poBaiM Bce omyOnuKoBaHHBIE JaHHBIC 10 3 dexkruBHocTH TI[3 mpu bb, ocHOoBaHnHBIE Ha pe-
3ynbraTax Tepanuu 47 manueHtoB. HambGonee s¢pdextuBHbiM TI3 okazasics B OTHOIICHUH
CHUMIITOMOB TsDKEJIOro, 00bdHO pedpakTepHoro k HOPHO-0, mapeHXMMATO3HOTO MOpaKEHUS
IMHC, rna3 u cocy0B, a Takke y 2-X MalMeHTOB C BTOPUYHBIM amuion103oM. Haznauenne T3
MO3BOJIMJIO CHU3UTH MOAEPAKUBAIOIIYIO 103y ['K, a B HEKOTOPBIX CiIydasix MOJHOCTBIO UX OTMeE-
TUTh — pemuccun 6e3 'K ynanocs nobutses y 11 u3 21 naruenra ¢ yBeuTom u 'y 3 u3 6 namues-
TOB ¢ HeBposorndeckuMm nopaxenueM. Omnako T3 oka3zancs HemoctatouHO 3(P(HEKTUBHBIM B
OTHOLIEHUHU IPYTUX CUMNTOMOB bb — cim3ncTo-koxkHBIX, cycTaBHBIX U npu nopaxkenuu XXKT, a
B HEKOTOPBIX CIIy4asix MPUBOAWI K YXYAIICHUIO CIU3UCTO-KOXKHBIX cuMiToMoB. TL[3 nmpu bb
UCTIOJIb3YeTCS B CTAaHAAPTHBIX TO3MPOBKaX — 162 MI/HEAeI0 MOXKKOXKHO WIH 8 MI/KI BHYTPH-
BE€HHO KaXable 4 Heaelu.

Nuruduropsr UJI-12/ 23

K unrunduropam MJI-12 u NJI-23 otHOCUTCS ycTeKMHYMa0, KOTOPBIA 000pEH /s jeye-
HUS TIcopHas3a W Icopuatndyeckoro aprputa. OmnMcaHHbIE B JIMTEpaType Cilydad Ha3HAYCHHs
ycreknHyMmaba manueHTaMm ¢ bb kacaroTcs pedpakTepHbIX K CTaHAAPTHOM Tepanuu U Tepanmuu
npyrumu ['UBII cnu3ucTo-KOKHBIX MPOsiBIICHH. B MHOTOLIEHTPOBOM MPOCHEKTUBHOM OTKPbI-
TOM HCCIIeZIOBaHUH ObliIa U3y4yeHa 3pPeKTUBHOCT ycTekrHyMa0a y 30 manreHToB cO CIU3UCTO-
KOXKHBIMU TIposiBiieHUsIMA bbb, pesucrenTHpiMu K Tepanuu koiaxuruHoMm [110]. Ycrekunymad
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HazHayvaucs B J103¢ 90 Mr MOJKOKHO NpPH BKIIOYEHHUM, yepe3 4 HeAelu U 3aTeM Kaxible 12
Heznenb. [lonHblil oTBeT Ha Tepanuio OblT JOCTUTHYT Y 60% mnaruenToB Ha 12 Henene u 88,9% -
Ha 24 Henene HaOIIICHUS.

Nuruéuropsr NJI-17

Momnoxknonanenbie antutena k MJI-17A — cexkyknaymMa0d, 0100peHBI IJIs JICUESHUS TICOPH-
asa, rcopuarudeckoro aprpura U AC. G. Di Scala u coaBt. [111] onucanu 5 marueHToB ¢ bb,
KOTOpPBIM ObUI Ha3HAa4YeH CEeKyKHHymMald B CBSI3U C pepaKTepHbIMH K CTaHAAPTHOW Tepamuu U
onHoMy UPHO-o CIU3UCTO-KOKHBIMU U CYCTAaBHBIMH MPOSIBACHUSM. 4 U3 5 NMALMEHTOB YJOBJIE-
TBOPSUTH Takke KpuTepusM AC U monydain CeKyKMHyMal MOAKOXKHO B 1o3e 150 mr/mecsn, 1
nanueHT, momMmuMo bb, cooTBeTCTBOBaN KpUTEPUSM MCOPUATHYECKOTO apTpUTa U MOTydall Ipe-
napat B 1o3e 300 mr/mecs. [laruenT, momyvaBmmii cekykuaymad B mo3e 300 mr/mecsir, JoCTUr
MOJTHOTO OTBETA 4epe3 3 MecsIa, U OTBET COXPAHSIICS B TCUECHUE BceX 9 MecsIleB HAOIOICHUS.
Cpenu 4 manueHToB, MOMYyYaBIINX CEKYKHHYMa0 B j03¢ 150 Mr/Mecsir, 1BO€ JOCTUTIIHM TTOJHOTO
OTBETa Ha 6-M Mecsle, HO Y OJHOTO CIIYYWICS PELUAUB. ITOT NAUEHT U JBOE APYTHX, KOTOPHIE
HE JOCTHTJIM IOJHOTO OTBETa Ha 6-M MecsIe, ObUTH MepeBe/IeHbl Ha ceKykuHymad B o3¢ 300
Mmr/mecsiin. B TeueHne 3 MecsIeB mocie yBeTU4IeHHs 036l BCE TPH MAIMEHTa TOCTUTIIH TOJTHOTO
OTBETa. ABTOPHI CIIEJAIH BBIBOJ, UTO CEKyKMHYMaO B mo3e 300 mr/mecsi 3¢ (EeKTUBEH y maiu-
€HTOB CO CIM3UCTO-KOKHBIMU IIPOSIBICHUSIMU U BOBJICUEHHEM CYCTaBOB.

O dekTuBHOCTh CeKykMHyMaba B OTHOIICHHH yBeuTa y 124 GonbHbIX bb m3ydanach B
uccienosanuu SHIELD [112], B KoTOpOM NanueHTsl, HIOMUMO CTaHIApTHOM TepaIuu, Noaydain
npenapat B 103¢ 300 Mr uau maanedo Kaxaple 2 HeJenn WK pa3 B MECsI] B TeueHue 24 Helelb.
Pe3ynbpTaTel JaHHOTO HCCNeN0BaHUs OB HEYIOBICTBOPUTEILHBIMU - CPEeHEE YHCIIO0 000CTpe-
HUW YBEHWTa B TPYIINAX, MOJTYYaBIIUX Ipernapar He OTIWYaioch win Oblio 6ombmie (7,7 u 11),
yeMm B rpynne 1uiane6o (7,7). Kpome Toro, onucansl napagokcanbHble ciydan pa3Butusi bb y
MaIMEeHTOB, MOJIYYaBIINX CEKyKHHYMa0 B CBsi3M nicopuazom u AC [113, 114].

Purykcumad

Purykcumad (PTM) npencraBisier co00l XUMEpPHOE MOHOKIIOHAJIBHOE aHTHTENO, 00Ja-
naromue crienuGuaHocThio K CD20 aHTUTEHY, KCIPECCUPYIOMIEMYCS UCKIIOYUTEIHHO Ha B-
mumpornurax. [Ipemapar ogobpen g nedenuss PA nu AHI[A-acconmupoBaHHBIX BAaCKYJIHUTOB.
[TIpu bb npumensiercs kpaiine peako. B 2010 r. F. Davatchi u coast. [115] onmyGiaukoBanu pe-
3ynbratel PKU, B koTOpoM mokazanu cpaBHuMyto ¢ LD ymepennyo >¢dextuBHOCTs PTM y
nanreHToB ¢ bb B oTHOmEeHnH pedpakTepHOro yBEUTa U 3HAUUMOE CHIDKCHHE 00IIIel aKTUBHO-
ctu bb B rpynme PTM. Ony6nukoBaHO Takke HECKOJIBbKO coolmieruit 00 a¢dexruBHOCTH PTM
IPU TSHKENBIX HEBPOJIOTUYECKUX MposBieHusX bb, Bkitouas onmyxoneBuHbIe MOPaKEHUS U TO-
NEPEYHBI MUEINT, PE3UCTEHTHBIX K Tepanuu L{® wim n®HO-a [116-118].

AslemTy3ymMa0

AnemMTy3ymMad OTHOCHUTCS K TyMaHU3HpOBaHHBIM [gG1 Kamma MOHOKJIOHATBHBIM aHTHUTE-
JaM, cnenu(HUUEcK CBA3bIBAIOIUMCS C TauKornpoTenHoM CDS52, KoTopblii 3Kcnipeccupyercs Ha
MOBEPXHOCTU HOPMAaJIbHBIX U MaJUTHU3UPOBaHHBIX B- n T-numdonutos kposu. OnodpeH as
JeueHHst XpoHUdeckoro numdoodnactHoro jeiikoza. B 2003 r. C.M. Lockwood u coast. [119]
OMyOIMKOBAIN PE3yIbTaThl TEPANMUHU aieMTy3ymadboM 18 mammeHToB C TshKenouW akTuBHOU bb.
[Ipenapar HazHavascs B Ha4albHOM 103¢ 134 Mr/neHb BHYTPUBEHHO U MOCTENEHHO /1032 YBEIH-
yuBanack no 10-40 mr exenneBHo. Yepe3 6 mecsieB Tepanuu 72% MNaMEHTOB HAXOAUIUCH B
pemuccun, nojaaepxkuparomas n1o3a 'K 6bi1a cymectBeHHO cHUKeHA. B cpennem yepes 25 me-
csaueB y 7 mauueHToB (39%) BozHukio oboctpenue bb. B 2015 r. B crarbe A.J. Mohammad u
coanT. [120] 0606mmmm 20-1eTHUI OMBIT KYPCOBOTO JICYCHHUS alleMTy3ymaOoM 32 ManueHToB ¢
pasnmuuHbIMU niposiBieHusMu bb, Bkitodast nmopakenue a3, cocynos, [IHC, XKKT, pedpakrep-
HBIX KaK MUHUMYM K 1 umMmmyHocynpeccuBHoMy nipenapaty win 1 I'MBII. Jns nedenus ucnonb-
30BaJid 3 pexkrma Ao3upoBaHus npenapara — 134, 95 u 60 mMr/neHb, UMMYHOCYIIPECCUBHBIE TIpe-
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napathl Ok OTMEHEHHI. [locie mepBoro kypca anemTy3ymada 84% MalMeHTOB MOJHOCTHIO WIIH
YaCTUYHO OTBETWIIM Ha JiedeHue. 83% BceX KypCcOB Te€panuy 3aKOHYMIMCH MMOJTHOW MM YacTHY-
HOW peMHCcCHel BHE 3aBHCUMOCTH OT pexuma Jno3upoBanHus. Y 83,6% mauueHToB 000CTpeHus
He ObLTO BTeUeHHe 6 MmecsieB, y 52,8% - BTEUEHHE roja, U YUCIIO MalUeHTOB 0e3 000CTpeHui
OBLIO BHINIE B TpyIIax, MOJy4aBIIUX Oojiee BHICOKHE M03bI mpenapara. Y 27% MHalueHToB OT-
MEYaJuCh cllabble U yMepeHHbIe HHY3UOHHBIE peakluu, y 25% - BTOpUUHBIN THIIOTHPEO3.

Jaxauzymad

Jaknu3zymal mpeacTaBisieT co0ol T'yMaHU3MPOBAHHOE MOHOKJIOHAJIBHOE aHTHTENO IPO-
tuB CD25, anbda-nienn penentopa NJI-2. [Ipenapar 6s11 omod6pen B EBpone ans nedeHus: ot-
TOP>KEHUSI TPAHCIUIAHTAaTa IOCJE TPAHCIUIAHTALMKM OPraHOB, HO pa3pelieHHe ObLIIO OTO3BAHO
dapmarneBTrueckoi kommanueit B 2009 r. Takyke mpoBOATCS UCCISAOBAHUS IO M3YYEHUIO d(-
dexTuBHOCTH mpernapara y manueHToB ¢ B3K, HEMH(EKIIMOHHBIMU YBEUTAMU U PACCESHHBIM
ckiepo3om. B 2007 r. R. Buggage u coant. [121] onyb6naukoBanu nanaeie PKU mo uzydenuto
apdexTuBHOCTH naknu3ymada y 17 nanuentoB bBb ¢ yBeutom. [Ipenapar Haznadancs Ha ¢oHe
CTaHJAPTHOW UMMYHOCYIIPECCUBHOM TEepaluu B J103€ | MI/KT BHYTPUBEHHO KaXKIble 2 HEJCIH B
Te4eHHe 6 He/lemb, a 3aTeM Kaxable 4 Henenu. B cpennem dyepes 15 mecseB oT Hadyaia TEpanuu
OCTpOTa 3pEHUs OCTaBajach CTAOMIBHOW Yy BCEX MAI[MEHTOB, HO CPEIHsA 4acToTa 00OCTpeHui
yBeHTa 3a 3TOT Nepuoj Oblja BhILIE B TPYIIE Aakin3ymala, yeM B rpymnme miane0o. ABTOPHI
JIENIal0T BBIBOJI, YTO JAKJIM3yMad HE MMeEeT MpeuMYyIIecTBa M0 CPAaBHEHHUIO CO CTaHAAPTHBIMU
UMMYHOCYIIPECCaHTaM IS JIeueHHsl yBenTa 60bHbIX bb.

B 2021 r. B crathe F. Alibaz-Oner u H. Direskeneli 0600mmim coBpeMEeHHBIE TOIXOABI K
tepanuu bb, B TOM umnciie nosBuBIIKecs yxxe nociie npunsatua pekomenganuii EULAR 2018 r.
(Tabmuua 3), ¥ clenany BBIBOM, YTO HECMOTPS HA TO, YTO CTAaHAAPTHBIE HIMMYHOCYIPECCAHTHI U
I'UBIT B HacTosimiee Bpemst 3(PEKTUBHO MCTIONMB3YIOTCS IS MOJABIEeHUs BocmaieHust npu bb,
BCE €IIe CYIIECTBYET HEYOBICTBOPECHHAS MOTPEOHOCTh B UETKUX TEPANEBTHUECKUX CTPATETHSIX
B JICUCHUH PA3JIMYHBIX MPOSBICHUHN 3a0oseBanus. st ontumuzanuu gedeHuss bb HeoOxoaumbl
JalbHENIIe KOHTposMpyemele uccienosanus ¢ HoBeiMU ['MBII, anTHKOaryiasHTaMu, a Takxke
MIpY COBMECTHOM MPUMEHEHUHU UMMyHocynpeccanToB u [ IBIT [122].

Tabmuua 3. CoBpeMeHHbIE MOAXO0/bI K TepaNuu pa3InyHbIX KIMHUYECKUX mpossieHuil bb (mo-
nosHeHne K pekomenaamusMm EULAR 2018 r.) [122]:

Knunnueckue IIpenapatsl nepBoi IIpenapatsl BTOpOit OKCreprUMEHTAILHEIE
nposieiienusi bb JIMHUU JIMHUU Mpenaparhbl
KoxHo-cnuzncteie Konxunun A3zatuonpuH uMnJI-1
I'K (Hu3kue 10361 BHYTPS/ | AnpeMuiact Ycrekunymab
MECTHO) n®HO-a Cexykunymad
NOH-a
[Topaxenue cyctaBoB | Konxunun n®HO-a uMJI-1
[IpousBoanbIe 5- | U®H-a CykykuHyMao
aMUHOCAJIMIIAIOBON KHC-
JIOTHI
MeroTpekcat
ITopakenwe rima3 AzaTtronpuH n®HO-a Tommm3ymad
Iuxnocnopun A NDH-a
[opaxkenue cocynoB | Azaruonpun (BeHo3HbIe/ | HPHO-a Toumnmzymab
apTepualIbHbIE) NOH-a
Huckmoctmopua A (Be-
HO3HEIE)
Huknodochamun (apre-
pHaILHBIC)
ITopaxkerne [THC A3zaTtronpuH n®HO-a Tommm3ymad
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Muxodenonara moperun | UOH-a
Huxmodochamun

ITopaxkerne JKKT [IpomsBoaHbBIC 5- | uOGHO-a ulJi-1
AMUHOCATMIIUIOBON KHC- Touunuzymad
JIOTHI

IIpumedanue: pexuM A03upoBaHus: KonxuiuH 0,5-2 mr/cyT; azatuonpun 2-2.5 mr/kr/cyT, I'K - HU3kMe 10361-5-10
MT/CYTKH TIPEIHU30JIOHA; IPOU3BOIHBIC 5S-aMHHOCATUITMIOBON KUCIOTH (cynbdacanazun/ mecanasun) 0,5-3 r/cyr,
MeToTpekcat 5-25 mr/Henemo; mukiaodochamun 0,5-1 r/™mecsir; mukiaocnopuH A 3-5 MI/Kr/cyT; MukodeHoIaTa
modetun 0.5-3 1/cyt; anpemmnact 60 mr/cyt; U®H-a 3-9 maa ME/3-7 paz/aen.; u®HOw: napaukcumad 3-10
MI/Kr/Kakbple 4-8 Henenb BHyTpUBEHHO; ananuMmymab 40 mr/ pa3 B 1-2 nenenu noakoxno; ulJI-1: anakunpa 100-
200 mr/nenb noakoxHo; kaHakuHymMa0 150-300 mr kaxkzaele 2-4 Hepenu MOJIKOKHO; TOUMIN3yMad 4-8 MI/KT Kax-
Jble 4 Hesleny BHYTPUBEHHO WM 162 MI/HENENIo MOAKOXHO; yeTeKuHyMao 45-90 mr/kaxaplie 4-8 Helelb NOAKOX-

HO; cekyknayMad 150-300 mr/kaxapie 4-8 HeeNb MOIKOKHO.

AHTHKOATYJISIHTBI

Tpom60351 y manuenToB ¢ bb 00ycnoBneHsl, B mepByto o4depeib, BOCHAIEHUEM COCYIU-
CTOW CTEHKH U HE CBSI3aHbI C MEPBUYHBIM HapyLIEHUEM KOAryJSIIHOHHBIX MeXaHu3MOoB. Borpoc
0 HEOoOXOAMMOCTH Ha3HAuCHHsI aHTHUKOAryJIstHOB OonbHbIM BB ¢ Tpom0Go3om ocraercs He pe-
HICHHBIM U KpaiiHe NMPOTUBOPEUMBHIM. MeTa-aHanu3 TpeX peTpPOCHEKTUBHBIX HCCIEIOBaHUM, B
KOTOPBIX H3y4anach 3((EeKTUBHOCTh UMMYHOCYIIPECCAHTOB M/ WJIM aHTUKOATYISIHTOB B OTHO-
HIEHUH MPOQPIIAKTUKN OBTOPHBIX TPOMO030B y O0bHBIX bb mokasai, 4To mocTosHHBIN MpuéM
UMMYHOCYIIPECCAHTOB CHID)KAET PUCK MOBTOPHBIX TPOMOO30B, B TO BpeMsl KaK IPUMEHEHHE aH-
TUKOAryJIHTOB HE BIUSAET Ha 3TOT puck [4]. [lonk3a aHTUKOAryJIsIHOB B OTHOILIEHUH YMEHBIIIE-
HUS BBIPAKEHHOCTH MTOCTPOMOOTHUYECKOTO CHHIpOMA TakKe He ofHo3HauHa. B pabote E. Seyahi
1 coanT. [123] oTMeUeHO, YTO PUCK PAa3BUTHUS TOCTPOMOOTHUYECKOTO CHHAPOMA Y MAIMEHTOB C
TPOMOO030M, MOJYYaBIIMX aHTHUKOATYJISAHTHI, MeHbIe. B To jxe Bpems, uccnenoBanue F. Alibaz-
Oner u coaBT. [124] HEe BBISBUIIO CYIIECTBEHHOW Pa3HUIBI B YaCTOTE MOCTTPOMOOTHYECKOTO
CHHJIpOMA y MalMEHTOB ¢ TPOMOO3aMH, IPUHUMABIIUX M HE MPUHUMABIINX AHTUKOATYJISHTBHI.
VYuurtsiBas oTCyTCTBUE Ha cerogusAmnauil AeHs PKU, neMoHCTpupyromux, 4T0 aHTUKOATYJISTHTHI
HE CHIDKAIOT PUCK PElUIMBa TPOMOO3a U YaCTOTY MOCTTPOMOOTHYECKOTO CHHAPOMA Y TallUCH-
ToB ¢ bb, B pekomennanusax EULAR no nedenuto bb yTouHsieTcs, 4TO aHTHUKOAryJISSHTBI MOT'YT
OBITH JOOABIEHBI K JICUEHUIO pepaKTEpPHOr0 BEHO3HOTO TpoMO03a U TpoMOO3a CHHYCOB I'OJIOB-
HOTO MO3Ta, OCOOCHHO MPU HAIMYUHU JPYTUX MPOTPOMOOTHUECKHX (AaKTOPOB U MOCTE UCKITFOYE-
HUS COIYTCTBYIOLIMX aHEBPU3M JIETOUHOM apTepun [4].

NmMmyHOr100yJ1IMH YeJI0BeYeCKH i 1151 BHYTPMBEHHOI0 BBeeHHA

B cnyuasx, pedpakTepHbIX K Tepaluu CTaHIAPTHHIMU UMMYyHoOcymnpeccantamu u [ MBII,
U NpU HAJIMYMU aKTUBHOM BUPYCHOHN MH(eKuuu naiueHtam ¢ bb MokeT Ha3HavyaTbcs UMMY-
HOTJIOOYJIMH 4eoBedeCcKuil i BHyTpuBeHHOTO BBeAeHUs (BBUIY) [125-127]. OcHOBHBIMU TIO-
Ka3aHUsAMH K HazHaueHUIo BBUI' B mpoBeneHHBIX MCCIEAOBAHUAX ObUTH MOpaKEHUE IJ1a3, CIIH-
3uCThIX, cycTaBoB, [IHC u XKKT. Bce, kpome ogHoro narnuenra ¢ pedpakTepHbIM OpaKEHUEM
IJ1a3 OTBETHII Ha Tepanuto BBUT'.

Xupypruueckoe jJedyeHHe apTepHAIbHBIX AHEBPU3M

Pa3pbIBbl apTepHalbHBIX AHEBPHU3M SIBISIOTCA OJHOW M3 OCHOBHBIX NPUYMH CMEPTH Y
60nbHbIX bb 1 TpeOyroT neuenus. IlonbITku XUpypruyecKkoro Je4eHus apTepuaibHbIX aHEBPU3M
npu bb 6butn npennpunsaTh emie B 60-e roasl mpormwioro cronetus [128 - 130], ogHako pe3yinb-
TaThl OBUIM HEYJOBJIETBOPUTEIbHBIE B CBSI3U C BBICOKUM PHUCKOM (POPMHPOBAHUS HOBBIX aHE-
BpPU3M U OKKIIIO3Mi B oOmactu anactomosa [131]. Cuuraercs, uTo popMUpOBaHHE aHEBPHU3M B
00J1acT aHAacTOMO3a MPOUCXOAUT B pamMKax (PeHOMEHa MaTepruu, XapakrepHoro ansi bb — B
IIPOLIECCE CIIMBAHMS apTEPUM IIOBPEXKAAETCSA COCYIAUCTAsl CTEHKA, BOZHUKAET BOCHAIIEHUE, KOTO-
poe JexkuT B ocHOBe €€ paccnoenus [132]. OTMeueHo, 4TO UMMYHOCYIPECCUBHAS Tepanus 10 U
[0CJI€ ONEepPaTHMBHOTO BMEIIATEIbCTBA CHUXKAET PUCK (OPMUPOBAaHUS HOBBIX aHEBpU3M [3, 4,
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133]. Y HEKOTOPBIX MALUEHTOB C CAKKYJISPHBIMU (MEIIKOBUAHBIMH) aHEBPU3MaMH, KOTOPBIC SIB-
JSIFOTCSL UICTUHHBIMU AQHEBPU3MaMH, MMMYHOCYIIPECCUBHAS TEpalusl MOMKET AaXe HCKIIOYUThH
HE00X0IMMOCTh Xupypruueckoro yedenus [3, 134]. Hekoropsle ucciaenoBaren AeMOHCTPHUPY-
0T, YTO HHJIOBACKYJISIPHOE BMEIIATENILCTBO SABISAETCS MPEINOUYTUTENbHBIM Y MalUeHTOB ¢ bb B
CBSI3M C MEHBIIUM YHCJIOM MEPU- U TOCTONEPAMOHHBIX ociokHeHul [135]. Xorsa HeT eauHOrO
MHEHHS O MPEAIOYTEHUH SHAOBACKYJISPHBIX WM OTKPBITHIX XMUPYPrUYE€CKUX BMEUIATENbCTB IO
NOBOy aHeBpU3M IIpu bb, cuHTeTHUECKNE TpaHCIIIaHTaThl PEKOMEHA0BAHO IIPEAIIOYECTh AyTO-
JIOTUYHBIM TpaHCIUIAaHTaTaM M3-3a 00Jee HU3KOTo prucka penuanaa [3, 4].
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