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B cmamve npoananusuposarvl 0cobeHHOCU meUeHUs, A Makdte 0CHOBHbIE
ocnoscHeruss AHLJA-accoyuuposantblx CUCIEMHbIX 6ACKYIUIMO8 (paHyiemanmosa
€ NOTIUAHZUUIMOM, MUKPOCKONUHECK020 NONIUAHZUUMA, S03UHOPUILHO20
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6 nepevle mpu 200a om Ha4asna 3abonesanus. [IpodemoHcmpuposana ces3v

MeH0y pa3sumuem OCZIONHeHUTE U ONUMenbHOL OKOKOPMUKOCHEPOUOHOT
mepanueii. [lokasana 8aiHocmv u3y4eHus 0cobeHHocmetl

NOPAaNeHUs 0P2aH08 U CUCTNEM NPU CUCEMHBIX 8ACKYIUMAX

07151 COB8EPULEHCINBOBAHUS ANIZOPUMMOB OUACHOCTNUKY U TIeHeHUS.

Kniouesvie cnosa: AHIIA-accoyuuposantvle cucmemmbole 6acKyiumol,
2pamynemamo3 ¢ NOAUAHZUUMOM, MUKPOCKONUYECKUTI NOUaHUUM,
303UHOPUNLHDLLL 2PAHYTIEMANO3 C NOTUAHUUINOM,

Y3e/K08bLIL NOUAPMEPUUM, OCTIONHEHUS

Beepenune

[TepBuYHbIE CHICTEMHbIE BACKY/IUTDI
(IICB) npegncraBnsoT co60il TpyII-
Iy ayTOMMMYHHBIX 3a00/IeBaHuII,
IIpY KOTOPBIX pa3BUBaeTCsA HEKPO-
TU3KPYIOIlee BOCIAIEHME COCY-
0B, IPUBOJsIIEe K NIIEMUIECKUM
M3MEHEHUsIM B OpTaHaX U TKaHSX,
cHabXXeH1e KPOBBIO KOTOPBIX OCY-
IIeCTB/IAETCS 110 NMTOPaXKEHHBIM CO-
cymam [1]. K rpynme IICB ¢ mopaxe-
HIEM COCYZOB MEJIKOTO 1 CPeJJHero
Ka/mbpa OTHOCSTCS TPAHYIeMAaTO3
¢ nmonuanruutom (I'TTA), mukpo-
ckonmueckuit nomuaurunut (MITA),
903MHO(UIBHBII TpaHyIeMaTo3
¢ nonuanruutoMm (I9ITIA), ysen-
koBbIil monmaprepunut (YII) [2].
[paHyneMaro3 ¢ MOMMAHTUUTOM —
ayTOMMMYHHOe 3aboneBaHue,
XapakTepusymolgeecsi TpaHye-
MaTO3HBIM BOCIIA/IEHNEM peCIupa-
TOPHOTO TPAKTa JI HEKPOTUSUPYIO-
MM BaCKY/IMTOM COCY/{OB MEJIKOTO

kanubpa. PacnpocTpaHeHHOCTD
MIaTOJIOTUM JOCTUraeT 2,3 ciaydas
Ha 100 Teic. [3]. Mukpockomnnyec-
KUJI IOJIMAHIUUT — MaJOMMMYH-
HbI/I HEKPOTUSUPYIOIINI BaCKYIUT
COCynoB MenKoro kannbpa. Yame
OTMEYAIOTCS NMPU3HAKU HEKPOTHU-
3UpyIOLIero IIoMepynoHedpura,
peXxe — JIETOYHOTO KalVJUIApUTA
[4]. D03uHOPUIBHBII I'paHyIeMa-
TO3 C ONMAHTUUTOM, VI CUHIPOM
Yepmxa — Crpocca, — 903uHOUIIb-
HOe I'paHyjIeMaTO3HOe BOCIIaJIeHNe
PeCcIUpaToOpHOTro TpaKTa C HEKpo-
TUBMPYIOWNUM BacKynutoM. Iloc-
JIe[HUIT 9aCTO codYeTaeTcs C OpoH-
XIAJIbHOM aCTMOI, aj/l/IepruueCcKUM
PUHUTOM U 3KCTpaBa3aJbHBIMU
903MHO(UIBHBIMY TpaHyTeMaMu
[5]. Y3enkoBBII MONMApPTEPUUT
HpefcTaBiseT co60i HeKPOTU3UPY-
IOIINIT BACKY/IUT COCY/IOB CPELHEro
Ka/ubpa 6e3 rromepynonedpura.
Opnako nmpu paHHOI ¢opme 3a-

6oneBanusa 4acto GopMUPYIOTCA
MUKPOaHEBPU3MBl ¥ TPOMOO3BI,
YTO HPUBOAUT K MIIeMuu U uHdap-
KTy pa3HbIX OPraHoB [6].
Hexpornusupymouiee BocmaneHue
COCYJIOB MEJIKOTO U CpeJjHero Ka-
nubpa oO6yCIOBIMBAET TSXKECTD
! MOJMOPraHHOCTb IOPa’KeHUI
npu IICB.

B cBs13u O CKa3aHHBIM IIPEfCTABILI-
eTCsI aKTYa/IbHBIM U3yYeHNe 0COOeH-
HocTell KnuHn4Yeckoro Tedenus IICB
IS IPOBEeHNs PAaHHEN AMarHoC-
TUKU 1 CBOEBPEMEHHOIO HasHade-
HIISI a[leKBATHOI [TaTOreHeTNYeCKOI
Tepamnn.

Lenv Haweeo uccned08aHUS — BBI-
SIBUTb OCOOEHHOCTN KJIMHUYECKOTO
TedeHNs, XapaKTep OCIOXXHEeHUI
Yl IPUYMHBI JIETAIBHOCTY B IIEPBbIe
Tpu rofia ot Hadana I1CB.

Matepuan n metoabl

B nccnemoBanme BkmoyeHo 232 ma-

I[MeHTa C IIePBUYHBIMU CUCTEMHBI-

MU BacKynmuTamu. bonbHble Haxo-

AVUINCh Ha CTAallYIOHAPHOM JIeYeHUN

B K/IMHUYECKON PEBMATOIOIMY€ECKO

6ompamLe Ne 25 . Cankr-IleTep6yp-

rac 2010 mo 2018 .

Kputepuamu BKIIOYEHNA B ICCTIEH0-

BaHMe CTAJII:

v/ mebI0T 3a007eBaHUSI B BO3pacTe
6onee 18 eT;

v/ COOTBETCTBME [MarHO3a KpuTe-
prAM AMepUKaHCKON KOJJIeTUN
pesmarosioros (American College
of Rheumatology - ACR) 1990 r.;

v/ Mopdororideckoe IOATBEP>KICHIE
muarHosa B otcytcTBue AHIJA-mo-
3UTUBHOCTY;

v/ IUINTEIbHOCTD 3a00/IeBaHIsI HA MO-
MEHT TOCTYI/ZIeHUA  GONBHOTO
B CTAI[VIOHAPp MeHee OJHOTO TOfja.
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OCHOBHYI0 TpPyHIY COCTaBUIN
209 maumeHTOB C CUCTEMHBIMU
BACKY/IMTaM!, aCCOLMMPOBAHHBDI-
MU C AaHTUHENTPOQDU/IBHBIMU IIH-
TOIIa3MaTHYeCKUMU aHTUTEIAMU
(AHITA-CB). Ona B cBOIO 0ouepenib
Obl7a pasjeneHa Ha TPU HOATPYI-
mel: I'TIA - 94 gyenosek, MIIA - 46,
OI'TIA - 69 yenosex. B rpynmy cpas-
HeHus ot 23 60mpHbIX YII.
Cpeny y4acTHUKOB MCCIeLOBaHMUA
65110 134 >KEHILVHBI.
JInuTenbHOCTD 3ab0/IeBaHMsA Ha MO-
MEHT BK/IIOYEHM MAIVeHTOB B JC-
ClIefloBaHNe B CPeHEM COCTABIIANA
6,7 + 1,3 mecs1a.

OneHuBaicsa XapakTep IOpPaXKeHN
JIOP-opraHoB, JIETKNX, KO, TI0YeK,
LeHTpPa/IbHON U mepudepudecKoi
HEPBHOJI CUCTEMBI, OPraHOB 3PeHN,
JKeNTYJLOYHO-KMIIeYHOTO TpaKTa,
OIIOPHO-/IBUTaTe/IbHOTO aIlllapara,
CepAIeYHO-COCYAUCTON CUCTEMBI B Te-
YeHIe IePBBIX TPeX JIET 3a00/IeBaHIISL.
Onpegenanoch BIMAHNE IIPOBO-
nuMoit Tepanuy Ha TedeHue [ICB
U Hanboree 9acTble OCIOKHEHMsI Ta-
KOTO JIe4eHNA.

AHaIM3MPOBAINCh CIIydan JIeTasb-
HBIX MICXOJIOB.

O 06paboTKM ZaHHBIX C OMO-
mpbio SPSS 22.0 ucmonb3oBanuch
METOJIbI OIINCATENIbHON CTATUCTUKI,
0/1HO(DAKTOPHBII [JMCIIEPCUOHHBIN
aHa/m3 ¢ nonpaskoii bondeppouun,
t-xputepuit CrorofenTa, U-Kpute-
puit MaHHa — YUTHHY, X* C HOIPaBKOI
Veiitca, KOppeNsAUNOHHBIT aHAN3
IInpcona.

Pe3synbrathbl

ITpu mM3y4eHUM YacCTOTHI M Xapak-
Tepa MOpa>keHMs OPTaHOB M CHUCTEM
y 6onpHbIX IICB ycTaHOBIEHO, YTO
B noxarpynne I'TIA npesanuposano
nopaxenne J/IOP-opranos - 87%
cnyyaes. JJo/nsg CMHYCUTOB COCTaB-
nsima 57%, otutoB — 39%, cy6rio-
TOYHOI'O CT€HO3a ropranu — 16%,
A3BEHHO-HEKPOTMYECKOTO PUHU-
Ta — 63%, B coueTaHMM C gedopma-
LMeil HOCOBOII Ieperopogku — 9%.
PasBuTue raoifHOrO OTUTA, IOTpeE-
6oBaBee rocnurtaausanuu B JIOP-
CTalMoHap, 3apUKCUPOBAHO y 7%
6onpubix. [Ipn OTTIA nopaxeHne
JIOP-opraHoB 0TMeYanoch pexe —
B 50% cmydaes, mpu MIIA u VII -
MIOYTH HE OIPEMENANOC.

Pesmatonorua, TpaBmatonorna u oproneaus. No 1

[TopakxeHMe ceppedIHO-COCY/MC-
TOI CUCTeMBbI (IIPeUMyIIeCTBEeHHO
B BUJle KOPOHApUTa U IepUKapHu-
Ta) vaile Habmoxanoch upu IITIA
u MITA - 38 u 35% maimeHTOB.
ITpn TTIA n YII TakoBOe oTMeya-
nock B 21,0 n 27,5% cnydaes. Pop-
MUpPOBaHUe BEHO3HBIX TPOMO030B
BBIABJICHO y TpexX (7,1%) mauyeHToB
¢ MIIA, y wectu (9,2%) c OI'TIA,
y nByx (8,2%) ¢ YII n y wsru (4,7%)
6ompHbIX TIA.

[Topa>keHMe LeHTPa/NIbHOI HEPBHOM
CUCTEMBI B BUJe IepeOpaabHOTO
BAaCKy/IMTa B OCHOBHOII IpyIIe OT-
MeYajIoch yalle, 4eM B IpyIIIIe CpaB-
HeHuA. Tak, OHO AMATHOCTMPOBAHO
y 22% naumentos ¢ MIIA, y 17% -
c I'TIA, y 13% - ¢ 9I'TIA n TombKO
y 4% 6onbubIx YII.

AHamornyHad 3aKOHOMEPHOCTb
IIPOC/IeXMBaNaCh K OLIEHKe Jac-
TOTBI Pa3BUTHS MHCY/IBTOB (TaOL. 1).
[Topasxenne nepudepudeckoil HepB-
HOVI CUICTEMBI B BUJE MILIEMUYECKOIL
HOIVMHepoNaTuy Hanubosee 4acTo
OTMEYajIoch B IPYIIIe CPAaBHEHNA —
83% cmy4yaeB. B ocHOBHOII rpyImie
MIIeMnYecKast HOMMHeponaTs 06-
Hapy>XeHa y 65% manuenTtos ¢ MITA
M y TAaKOTO >Ke KONMM4ecTBa OOMbHBIX
SITIA. ITpu I'TIA matonorus 3adux-
CUpOBaHa TOJNBKO B OJHOW TpeTn
CITy4aes.

B TeueHne mepBLIX TPeX JIeT IaTOJIO-
IUA JIETKMX Pa3BUIACh MPAKTUYECKN
y Bcex (99%) 6ompubix OTTIA. Han-
60Jee 4acTO BCTPEUasCs CUHAPOM
OpOHXMAIbHOI aCTMBI — 97%, pexe —
MUTPHpYIOLINe 303UHOPUIbHbBIE VH-
¢unbrparsl — 64%. IIpu I'TIA nerxue
[IOpaKaJIVICh JOCTOBEPHO Yallle, YeM
npu MITA - 84 npotus 59% cny4ae
(p < 0,001). HeobxomnmMo OTMETUTD,
4yT0 y 60onbHbIX ['TIA mpenmymec-
TBeHHO (uKcupoBamuch MHOUIb-
TPATHI C PacIafioM JIETOYHOI TKAHU

KnuHuYeckme nccnenoBaHmns

(70%), y manuentos ¢ MITA - npo-
ABJIEHNSA JIETOYHOTO KaNWIIAPUTA
(50%).

ITpu I'TTA B oTIMuMe OT Tpex Apy-
IUMX HO30/I0THI 4alje QuKCupo-
BajMNCh CAy4aul KpOBOXapKaHbA,
MHOT/Ia C IETOYHBIM KPOBOTEYEHN-
eM, — 28 u meHee 4% ciy4yaeB co-
oTBeTcTBEHHO (p < 0,002). B ogHoM
claydae JIETOYHOE KPOBOTEUYeHUe,
BO3HUKIIee Ha OHEe BBICOKON aK-
tuBHocTu I'IIA u obpasoBanus
MHOXXECTBEHHBIX MHQUIbTPATOB
C MOJIOCTAMM paclaja, IPUBEIO
K JIeTaIbHOMY JMICXO[Y.

[Typnype! 1 A3BEeHHO-HEKpOTHYEC-
Kll€ M3MEHEHNUsA KOXXM OTMeYasiCh
y 83% 60mpubIx Y1, 4T0 ZOCTOBEPHO
IIPEBBIIIAJIO0 YACTOTY TAaKOBBIX B KO-
ropre nauyentoB ¢ AHIIA-CB - 56%
(p <0,01). B rpymme YII raxoke vare
¢duKcupoBanach uieMndIecKas raH-
rpeHa JUCTAAbHBIX (ajaHT Najb-
e — 35% nportus 1 u 2% ciydaes
B noarpynnax I'TTA u MIIA ocHoB-
HOJ rpynmbl. TakuMm manueHTam
Tpe6OBaIOCh ONlepaTUBHOE JIeICHNE.
IIpn sTOM JOCTOBEpPHON KOppens-
OUM MEXJy PasBUTUEM MIIEMUN
KOHEYHOCTEN ¥ IMPOBOAVIMOI I1aTo-
TeHeTUYEeCKOIi Tepamnuell BbIABIEHO
He OBLTO.

K xapakTepHBIM 0COGEHHOCTSIM Te-
yenua I'TIA cmemyeT oTHecTH ImO-
pakeHue OpraHoB 3peHus — 36%
6onpHbIX. [Ipy aTom 16% cnydaes
OPUXOANUIOCH Ha peTpobynbbap-
HYI0O TPaHyJIeMy, CTONBKO Xe -—
Ha KOHBIOHKTUBUT, 13% — Ha yBewur,
11% cny4aeB - Ha 3MUCKIEPUT.
VY cemu (8%) maruenTos ¢ I'TIA mna
BeprduKanuyu guar€osa MpoBO-
Auaach OMOICKs TKaHel OpONTEL
B Tabnuie 2 npuseneHsl Hanboree
YaCTO BCTPEYAIONeCcs Y MalieHTOB
¢ I'TIA ocno>xHeHMs cO CTOPOHBI Op-
TaHOB 3pEHN.

Tabnuya 1. Yacmoma, xapaxmep cepOe4HO-cOCYOUCMBIX U UepPeOPOBACKYIPHBIX OCTIOHCHEHUTE

y nayuenmos c IICB, %

VIHdapkT Muokapza
Tpom60oambonus nerouHoit aprepun 0
Wucynpr 10

IloBTOPHBIIT MHCYIBT 1

mueHThl | [TanmenTs! | [TanuenTs! | ITanymeHTHI
cVII

OcnoxHeHme IIa
cT'TIA ¢ MITA
1 2 3 Ja |
1 2 5 9

c II'TIA

5 8 4
21 11 0
12 5 0

pis = 0,02
Prs = 0,002
P24 = 0,002
Pi12= 0,01

5



KnuHuyeckme nccnenoBaHus

ITatonorus opraHoB 3peHus y 60m1n-
ubix MIIA, 9I'TIA u YII guarnocTu-
pOBaach 3HAUYUTE/IbHO PeXxKe.

ITopaxeHue movex B BHUJle Majo-
UMMYHHOIO [IJIOMepynoHedpu-
Ta C MOMYTYHUAMM OOHApYXEeHO
y 96% 6ombpHbIx MITA 1 78% 607B-
uoix I'TIA. beicTpomporpeccupyio-
Uil T7IOMepyIoHeppPUT B KOropTe
manymeHToB ¢ MITA oTrmewasncs mgo-
CTOBEPHO 4allle, 4eM B KOropTe 607b-
Hpix ['TIA - 48 npoTtus 19% crydaes
(p < 0,001). 3HaUNTENIBHO peXe YKa-
3aHHas naronorus Gpukcuposanach

Tabnuua 2. OCOMCHEHUS CO CIOPOHDL 0P2AH08 3PEHUS
y 6onvroix I'TIA

OcnoxHeHne YacroTa cmyyaes, %

Kommpeccns spurenbpHOro Heppa 11

Iepdopanns poroBuis! 3
[oreps spennsa 5
OHyK/Ieanys [Ia3HOTO A6/10Ka 2
B 'KC Huroctatuku
p < 0,05
\
6
;] 3; 6 13 6] 4
3
4 -
g 2 51[2;6] 2 4 [3; 5]
o 3 A
= 5 |
1
0 .

JITIA

Puc. 1. Bpems, npoweduree om de6roma IICB 0o naznauenus
namozenemuueckoti mepanuu, Me [LQ; HQJ

25 4
20
15

 ImaA MITA

bann

0

10
5

21,4+9,3

21,5+6,7
17,3+79
I 14,4 +5,2
IITIA YII

Puc. 2. Cpeonee 3nauenue BVAS 6 momenm nasnauenus
namozenemuyeckoii mepanuu IICB

npu OTTIA n YII - 38 1 26% nanyeH-
toB. I[Ipu OI'TIA u YII 6bicTpomnpo-
TpecCUPYIOLUIT TTIOMePYIOHePPUT
PasBUBAJICA B eAVHUYHDIX CTyYasAX —
Mmenee 3%.

ITpm MITA Takke 4alle pa3BMBa-
7ach XpOHMYecKas 00Je3Hb IOYeK
(XBII) - 61% cry4aeB. ITOT IOKa3a-
TeNb OBUI JOCTOBEPHO BBIILE [TOKA3a-
terrs py I'TIA n OTTIA - 12 n 24%
caydaes (p < 0,01). TepmunanbpHas
cragus XBII, morpe6oBasiuas mpo-
BefleH!sA TeMOfIMaN3a, OTMedasnach
y 15% 6onbubix MITA 1 5% 60mb-
sbix I'TIA.

VIsMeHeHMsI CO CTOPOHBI XKeTy/I04HO-
KMIIEYHOTO TPaKTa OOHAPY)XEHBI
¥ 21% nanyueHTOB OCHOBHO TPYIIIIBI
” 4% TManMeHTOB I'PYNIbI CPaBHe-
HuA (p < 0,001). Kpome Toro, y 5,6%
6onpubix AHITA-CB 3adukcuposa-
HBI JKe/TyJOYHO-KHUIlIeYHble KPOBO-
Te4YeHNs, IIOTPebOBaBIIINEe IKCTPEH-
HOTO IepeBoja B XMPYPIUIeCKUit
CTaIoHap.

[TopaxeHre OIOPHO-ABUTATEILHOTO
anrapara Jaiie BcTpedyanoch mpu Y1I
7 MITA (83 1 80% COOTBETCTBEHHO),
pexe — mpu I'TIA u SI'TIA (50 1 52%
COOTBETCTBEHHO). [HOIHDI apTpuUT
OCJIOKHSA TedeHMe 3aboyeBaHusA
y 2,3% 6ONbHBIX OCHOBHOII I'pyII-
bl ACENITHYeCKMIT HEKPO3 TOTIOBKMI
OefpeHHOI KOCTY CHOPMUPOBAIICS
y 5% 6onpHbIX YII, a Takke y 2%
aui, ¢ AHITA-CB. Y 2% maieHToB
¢ I'TIA pasBuica 0CTeOMMENNT.
VIHeK1MOHHbIe OCTOKHEHUA, 110~
TpeboBaBIIVe TOCIUTAIN3ALNN T1a-
IIVIEHTOB, (QUKCUPOBANN IIPU BCeX
Hosonoryuax: mpu MIIA - B 23% cny-
yaes, npu I'TIA - B 19%, npu YII -
B 15%, mpu OI'TIA - B 13% ciy4aes.
dopmuposanue cencuca 3aduxcu-
poBaHO y Tpex manueHToB c I'TIA
u ogHoro 6onpHoro MITA. Buero-
CnuTajbHbIE MHEBMOHMU Ha (OHE
MMMYHOCYIPECCUBHOI Tepanmun
B IIepBble TPy rofa 00Ne3HN BbIAB-
nsmich npu Beex popmax I[ICB. Hac-
TOTa Cly4aeB cocTabsAna 4,5%.

Tab6nuya 3. Haznauenue yumocmamuueckux npenapamos é oe6rome IICB, %

I'TIA
MITA
SITIA
VII

65 18 2
29 18 =
61 17 -

Lincropocaminz
78 11 2 2

IIpu oueHKe IIPOBOAMMOJ HaTOTe-
HETMYECKOJ Tepanmmy yCTaHOBJIE-
HO, 4TO IIePYOJ BpeMeHN OT JebioTa
3a00/IeBaHNMsA 1O HA3HAYEHUs IIIO-
kokoptukoctepoupos (I'KC) 6bin
HaubonpuM B noprpymmne I'TIA -
mATh Mecanes. B moarpynnax MIIA,
OI'TIA un YII oH cocTaBAN TPU — TPU
C IIOJIOBMHOI Mecsiia. AHaIOTMYIHas
TeHJEHIUA IPOCIeXNBATACH U TIPU
HasHA4YeHMN IUTOCTATNYECKON Tepa-
v (puc. 1). HeobxopyumMo oT™MeTHTD,
4TO B TedeHue IIepBOro rojia saborne-
BaHIA IMTOCTATIIECKAA TepAIls Ha-
3HavYanmach B 93% cmy4aes npu ['TIA,
B 85% - npu MIIA, B 47% - npn
OITIA n B 78% - npu YII (tabn. 3).
J1 MEAYKIMM peMMCCHUM Yallle Ha-
3Hava/m HUKIodochammz.

B ognoMm cyuyae mpu I'TIA B kauecTBe
IpenapaTa HepBOJ TMHUU MCIOb-
30Banu 610Katop mponudepanun
B-ximetok purykcmmab. 3a BpeMms
UCCNIeJOBAHNS TePaluio PUTYKCHU-
MaboM monyyanyu 12 manyeHTOB
¢ T'TIA u nBa 60onpubIx MITA. Ongun
mauneHT ¢ [TIA npumensn 6enumy-
Ma6. Tepamnust BHyTPUBEHHBIMU 1M-
MyHOITIOOy/IMHaMy OblTa Ha3Ha4YeHa
BocbMu 6onbpHBIM [TIA M opHOMY
nanuenTy ¢ MITA.

[Tpu uugykuum pemuccun 'y 4% 1ma-
nueHToB ¢ I'TTA pasBuics remoppa-
TUYEeCKUN IUCTUT KaK OCIOXKHEHUe
tepanuy nuKaodochamMugom.

ITpu HasHaYeHMY IATOr€HETUIECKON
TepaIny y BCeX MalMeHToB ObUT pac-
cuuTaH bupMuHreMckuit MHEKC aK-
TUBHOCTHM BacKynmuTa (Birmingham
Vasculitis Activity Score - BVAS)
(Tpetbst Bepcus). Hanbonee Bvico-
KM OH OKa3aJcs B KOropre 00jb-
Hoix I'TIA n MIIA. Pasnnyne mo-
KaszaTenell MeX/y MOATPyHIamMu
I'TIA u MITIA u noprpynmnoit 9T'TIA
u rpymmoit YII 661710 JOCTOBEPHBIM
(p<0,01) (puc. 2).
PedpakTepHOCTD K IIepBOHAYAIBHO
Ha3HAa4Y€HHON IIaTOTeHeTUYeCKON
Teparmu (OTCYTCTBME perpecca Kim-
HUYECKUX IPOABJIEHUN B TedyeHMe
ImecTy Heflenb) oTMevanach y 39%
6onpupix YII, y 28 manueHTOB
c I'MIA, y 27% nanuentos ¢ MITA
u 7% 6onbHbIx OITIA.

Taxme ocno)KHeHMA, KaK CTePOU/IHBIN
fuabet, 0CTEONOPO3 U KOMIIPECCHOH-
HBbIE TIepe/IOMbl IO3BOHKOB, KaH/U-
1103, KaK IPaBIIo, aCCOLMNPOBAIIVICh

JddexTBHAA apmakoTepanua. 6/2019



C JUINTENbHBIM IIPUEMOM BBICOKVX
no3 I'KC B cBsi3u ¢ pedpakTepHBIM
TeueHueM 3aboneBanns (Taom. 4).

B nepsple Tpu rofla OoT Havama 3a-
6oneBaHNsA 3apUKCUPOBAHO BCETO
11 (4,7%) nmeTanpHBIX MCXOJOB: IIPK
[TIA - nats (5,3%), npu MIIA -
getbipe (8,7%), mpu STTIA - opguu
(1,4%), mpu YII - omgun (4,3%).
B mByx (0,9%) cny4aax (oguH mpu
I'TIA u opyu npu MITA) npuuuHoi
cMepTH OblTa IONMMOPTaHHASA Helo-
CTATOYHOCTD, PA3BMBIIASACS BCTIEf-
cTBME BBICOKON akTmpHOCTU IICB
II0C/Ie CAMOCTOATENbHOI OTMEHBDI T1a-
TOTeHeTH4ecKoit Tepamun. MHdek-
IIVIOHHbIE OC/IOXXHEHMS CTaIM IPH-
YIHOII JIeTAJIbHOTO MCXOfja B Tpex
(1,3%) cnygasx, Tpomboambommdec-
ke (MHCYIbT, MHPApKT MMUOKApAa,
TpoM609MOONNs TerOYHOI apTe-
pun) - B msatu (2,2%) (tabn. 5).
Crenyer OTMETUTD, YTO HA MOMEHT
HasHAYeHMs TATOTEHEeTUIECKOIT Te-
panmu Ipymisl C JIeTaTbHBIM MICXO-
IOoM U 6e3 TAKOBOTO CTaTHCTUYECKU
3HAUMMO He PasINYananch 110 BO3-
pacry, oy, BApUaHTy LUTOCTATH-
YeCKOIl Tepalui, aKTUBHOCTH 3a060-
neBaHMs. B TO XXe Bpems depes rop
oT fe6Ta 3a60/IeBaHMs ¥ MePBBIX
ZOCTOBEPHO dYallle pasBMBAIACh
XBIT - 71 mpotus 24% ciy4aes (p <
0,005).

VIHzeKC IOBPeX/eHIs PV BACKYIN-
tax (Vasculitis Damage Index - VDI)
ompegessacsa yepes 12 u 36 mecAnes
3abomeBanus (puc. 3) [7]. Yepes
36 MecALeB cpefHee 3HaueHKe VDI
B noarpynme I'TIA 6p10 Hanbomb-
MM U TOCTOBEPHO IIPEBOCXONNTIO
CpefjHUe 3HAYEHUs B IOATPYIIAX
MIIA, OI'TIA u rpymme YII - 4,7, 3,8,
2,7 u 3,1 6amia. Oty JaHHbIE CBUE-
TEeNbCTBYIOT O MPOTHOCTUYECKN He-
6maronpustHoM TedeHnn [ TIA u BbI-
COKOM PICKe MHBAIMAN3ALINIL.

06cyxpaeHne pe3ynbTaToB

Haubonee 4acTo 0C/IOXXHEHMs NIPU
IICB BO3HMKAIOT B IEpBbIIL TOfI 3a-
60/1eBaHNA B CBA3U C IO3MHUM Ha-
3HAYEeHMEM MAaTOTeHEeTUYEeCKOM VM-
MyHOCyIpeccuBHOI Tepammu. OngHa
M3 OCHOBHBIX IIPUYMH HeCBOEBpe-
MEHHOCTY IOJYYeHUs TeYeHUs —
TpygHOCTh AuddepeHnaTbHON
IOVATHOCTUKY BCJIENCTBUE Bapua-
6enpHOCTY [ebH0Ta U HEJOCTATOY-

Pesmatonorua, TpaBmatonorna u oproneaus. No 1

HOVI MHGOPMUPOBAHHOCTY Bpadel
HIePBUYHOTO 3BeHa 06 0COOEHHOCTAX
teuenus I1CB.

s rpaHyneMarosa ¢ IMOMMAHTUU-
TOM XapaKTepHO IIOpa)XeHMe 3pu-
TEJIbHOTO HepBa, Pa3BUTHE JIETOYHO-
IO KpOBOT€YEHNs, THOMHOTO OTUTA
u crepoupHoro pnabera. [Ipn atom
OCJIO)KHEHMIAI CBA3aHBI KaK C O3THUM
Ha3Ha4YeHVeM IIaTOreHeTIYeCKOl Te-
parnmuy, TaK ¥ ¢ akKTVBHO IIPOBOJVIMON
VIMMYHOCYIIPECCUBHOM Tepalmnei.
HecBoeBpeMeHHOE NpyYIMeHEHNE LM~
TOCTAaTMKOB NPUBOJUT HE TOIBKO
K 607lee OBICTPOMY IIPOrpeccupoBa-
HUIO BOCIIAJINTENIbHOTIO IIpolecca,
HO U K 6oJlee INTENTbHOMY IpHeMy
Boicokux o3 I'KC. Kak cnenctBue,
YBENIMUINBAETCA PUCK Pa3BUTHUA
nudeknit, creponHOro auabe-
Ta U KOMIPECCHMOHHBIX IIEpeIOMOB
Ha ()OHe CTEPOUTHOTO OCTEOIOPO3a.

VI3BecTHO, YTO /1eroYHbIE KPOBOTEYE-
HIA — caMas JacTas IPUIMHA OCTPOIt

KnuHuYeckme nccnenoBaHmns

JIETQJIBHOCTYU B Je0I0Te CUCTEMHBIX
HeKPOTU3UPYIOIMUX BaCKYIUTOB.
JJaHHOe OCTIO)KHEHMe YacTO BCTpeya-
noch nipu I'TIA u 3HaunTeNBPHO pexe
npu MITA. Ananus 3apy6exxHolt -
TepaTypbl CBUJIETE/IbCTBYET, YTO IiA-
TUIETHAA BbDKMBaeMocThb npu [TIA
cocraBngeT 61-75%, npu MIIA -
45-75%, npn VII - 60-80%, mnpwu
OITIA - 68-100%. IIpegukTopamn

B Yepes 12 mecanes

p<005

Yepes 36 mecsLeB

Bann
O = N W R U1 N

MITA

l I [. l

JITIA

Puc. 3. Cpeonee snauenue VDI uepe3 12 u 36 mecsyes

om oe6toma IICB

Tabnuya 4. Ocnoxcnenus, accoyuuposartuvie ¢ onumenviovim npuemom I'KC, %

OcnoxHeHme ITammeHTHI ITamueHTHI ITamyreHTHI ITammeHTHI
C FI'IA c MITA cIITIA cVII

CaxapHslii fuabet 2-ro THma 11*

Kanpnmos 10 9 5

Ocreonopos 23 28 23

KommnpeccronHble nepenoMpl IO3BOHKOB 14 19 7
*p < 0,02.

Tabnuya 5. Ipuuunovt nemanvhvix ucxodos npu IICB

Ne m/mt | Bospact

TAI[MeHTa,

ner
1 36 I'TIA 4
2 47 I'TIA 2
3 75 I'TIA 1
4 48 I'TIA 6
5 64 I'TIA <1
6 73 MITA 3
7 72 MITA 1
8 62 MITA 1
9 28 MITA 2
10 49 SITIA 3
11 47 VII 1

H}II/ITC}IBHOCTB l'[pw-mna JI€TATTbHOTO

00nmesHm, 1eT

Cemncuc
JlerouHoe KpoBOTeUeHNEe
VIHdapkT Muokapza

+ 4+ + +

Abcriecc ATOMIIHON
obmactu, cemncuc
ITonmoprannas +
HeJJOCTaTOYHOCTh
Ty6epkyrnes 4
Mimemndecknit MHCYyIbT — —
ITonnoprannas +
HeJl0CTaTOYHOCTh
Maccupnas +
TpoM603MO OIS

JIETOYHON apTepun

VIHdapKT Muokapaa, +
MacCuBHas

TpoM60aMb OIS
JIETOYHOV apTepUU

VIHdapkT Muokapza +

30
15

ITopaxeHue B gebrore
3a00meBaHMA

mm



KnuHnyeckimne nccnenoBaHns

BBICOKOJ JIETA/IBHOCTY SIB/ISIFOTCS I10-
>kmmoi Bospact, XbII n Makcumarnb-
HO BBICOKMII YPOBEHb KpeaTMHMHA
yKe B IIepBble MeCs1ibl 60me3H1 [8, 9.
Pe3ynpraTsl HAIIEro MCCIE[OBAHNS
HOJTBEPKIAIOT STI JAHHBIE.
Knuandeckoe teuenne MIIA ompe-
JIeTIANOCh MOPaXKeHMeM IIOYeK C Jac-
TIM (popmumpoBanuem XBI1, Hepenko
C VICXOJIOM B TEPMUHAJIBHYIO CTAAMIO.
Cpenu TpoM603MOOIMIECKNX OC-
JIO>KHEHMIT HeoO6XOMMO OTMETUTD
BBICOKYI0 YaCTOTY MIIEMUYECKNX
nHCynpToB npu MITA u mnupapk-
Ta Muokappa npu YII. IlosTomy
B febroTre 3a601eBaHMs TaKUM IIa-
IUeHTaM TpebyeTcs arpecCuBHOE
BMEIIATEIbCTBO C HpPUMEHEHUEM
BBICOKOJO3HBIX CXeM IIy/IbC-TePAIINI
T'KC u nuTocTaTMKamu.

B HacTosIee BpeMs IPU BBICOKOI
aKTUBHOCTH U TIOJIMOPIaHHOCTH MO~
paxenus B gebrote ['TIA 1 MIITA mo-
KasaHbl 6/10KaToOpbl Iponudepanun

Nuteparypa

B-x/1eTOK, B 4aCTHOCTY PUTYKCUMAO.
B nameMm mccnemoBaHUM TaKylo Te-
panmuio nonyyany 14 manyueHTos, YTO
MO3BOMIM/IO CYLIeCTBEHHO CHMU3UTD
aKTUBHOCTD U MOBPEXJEHNA BACKY-
nuTa 9yepes 36 MecALeB.

Bricokad YacToTa MIIEMUYECKOTO
MOBPEX/eHNsA KOHEYHOCTEN Ipu
YII Tpebyer mpoBenenns 6onee ar-
PECCUBHOI IIATOT€HETUYECKOM Tepa-
1Y, 0653aTeIbHOTO YICIIO/Ib30BAHMA
aHTUTPOMOOTUYECKNX ITPEIapaTos,
0COOEHHO TIpY MOSBJIEHUN IEePBBIX
[IPU3HAKOB 3a00/IeBAHNSL.

3aknoyeHue

B Hacrosmee BpeMA mepep, KINHU-
oucTaMu CTOUT HENIPOCTad 3ajada —
B MaKCMMaJIbHO paHHME CPOKI YTOY-
HATD AMArHO3 I HAYMHATDb aKTVBHYIO
MMMYHOCYIPECCUBHYIO TepaInio.
ITpu BbI6GOpE 6A3MCHBIX TIPENapaToB
CIenyeT y4UTbhIBaTb BapMaHTbI ,11e610-
ta [ICB, mpeBanupyromiee mopaxe-

HIle TeX VIV VHBIX OPTaHOB, a TAKXe
COIYTCTBYIOIYIO IIATOIOTHIO.

K dakropam prcka pa3BuUTHsA 3HAYNU-
MBIX OCTIO>KHEHWII OTHOCATCH IJIU-
TeNIbHBIN TTpueM BbICOKMX 103 ['KC,
II03/JHee Ha3HaueHNe [[UTOCTaTUKOB,
XBII. [TosToMy B MaKCMMa/nbHO paH-
HUe CPOKM IOCe YTOYHEHMA fAua-
rHO3a HEOOXOAMMO HAYaTh MHIYK-
IMIOHHYIO TepaInmnio.

[IpuymHaMu JeTaTbHOCTU B IIep-
BbIe TOJIbI OOJIE3HY SABJIAIOTCS TTOMNU-
OpraHHas HeOCTATOYHOCTD, NH( EK-
LMOHHBIE U TPoMOOIMOOIIIecKIe
OCNOXHEHNA. MOHUTOPUHT U UX
npodUIaKTHKa ABJIAIOTCA HEOTbeM-
JIeMOJi 3ajiaueil KypUMpOBaHNUA TaKMX
HaLMeHTOB.

PaHHAA [MarHOCTMKA ¥ aKTMBHAsA
CcTpaTerus je4eHus IO3BOMIAT MU-
HUMM3UPOBATh PUCK Pa3BUTHUA OC-
JIOXXKHEHMI U CMEPTU, a TAKXe CO-
XPpaHNUTDb BBICOKOE Ka4eCTBO XKU3HNI
6O/IbHBIX.
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Complications and Causes of Mortality of ANCA-Associated Systemic Vasculitis
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The article analyzes the features of the course, as well as the main complications of ANCA-associated
systemic vasculitis (granulomatosis with polyangiitis, microscopic polyangiitis, eosinophilic granulomatosis
with polyangiitis) and polyarteritis nodosa in the first three years from the onset of the disease. Demonstrated
the relationship between the development of complications and long-term glucocorticosteroid therapy.

Shown the importance of studying the features of organ and system damage in systemic vasculitis to improve
the algorithm of diagnosis and treatment.
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