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Ileav uccaedosanus — uzyueHue u aHaU3 KAUHUKO-1a00pAMOPHBIX NPOSGACHULL, MeYeHUs U ucxoda cucmemuoil kpacHoil eonvanku (CKB) y
nayuenmos, npocusarouux ¢ Koipeviscmate.

Ilayuenmut u memoost. B npocnexmuenoe ucciedosarue éxaouenvt 150 nayuenmos kupeusckoii koeopmut (KK) ¢ CKB, moaodoeo 6éo3pacma (me-
duana eospacma — 34 [26; 44] eoda, onumenvrocmu 3ab6onesanus — 3,0 [0,7; 10] eoda). Bee kaunuko-aabopamophole U UHCMPYMEHMANbHbIE
daHHble O0AbHBIX, NOKA3AMeNU Ka4ecmed JCU3HU, ce53aHH020 co 300posvem (KXKC3), u cxemvl mepanuu pecucmpuposanucs 8 MejicoyHapoOHOl
uccaedosamenwvckoli 6ase — British Lupus Integrated Prospective System (BLIPS). Axkmueénocmvs CKB oyenusanace no undexcy SLEDAI-2K.
B xonue nabnodenus ouenusanucny: uucao obocmpenuti CKB no unoexcy SELENA Flare Index (SFI); nacmynaenue pemuccuu (noaHot uiu
MeOUKAMEHMO3HOIL); HUCA0 AeMANbHbIX UCX0008; pa3gumue Heo0pamumblx opeanHsix nospexcoenuii (HII) no undexcy nospesicoenus (HUI1).
Pesyavmamot u obcyrcoenue. Ilpu nepsuunom oopawenuu ¢ KK npeobaadaru nauuenmor ¢ evicokoi (n=61; 40,66%) u ouenv 6vicokoil
(n=40; 26,67%) akxmusnocmoio 3a60aeéanus. Y oonvuuncmea (n=60; 40%) nabarodancs nodocmpulii eapuarnm meuenus 60ae3uu. Bo epe-
M5 nepeoeo suzuma Haubosee uacmoimu nposenenusmu CKB 6vinu nopaxcenue koxcu (n=99; 72,67%), ceposnbix obosouex (n=91; 60,67%)
u gonuanounwiil Heppum (BH; n=79; 52,67%). HII svisieaenvt y 15,33% Goavhoix, y 84,67% onu omcymemeosanu. HII uawe (6 43,48% cay-
uqes) ObLAU 00y CA064eHbL NPpUeMom ertokokopmukoudos (I'K). Odnaxo mepanus I'K He Obira npeduKkmopom opeanHsix nogpedcoenuil (0muo-
cumenvhbiil puck 0,91; p>0,05). B KK snauumvimu npeduxmopamu HebAa2onpusmno2o ucxo0da seuiuch Cmapuiuli 603pacm nauuesmos 6 de-
Orome Oone3HU, BbICOKAS AKMUBHOCHb, 0cmpoe meuerue u yacmole o6ocmpenus CKB.

Saxarouenue. Ilayuenmor KK omauuanucsy Haruuuem 8bi1coK0i U 04eHb 8bICOKOU KAUHUKO-1a00pamopHoi akmuerocmu (40,6 u 26,6% co-
0MBEMCmMeeHH0), NPeUMyuecmeeHHo ocmpoo u nodocmpoeo eapuanmog meuerus CKB (32 u 40% coomeemcmeento), 6bipaiceHHbIMU UM~
myHonoeuneckumu napyuenusmu. Cpedu kaunuveckux nposieaenuti CKB y nux npeobnadano nopaxcenue koxcu (73%), ceposubix 060104ex
(61%) u nouex (53%). HII na momenm exatouerus evisenenvt y 15,33% oonvhbix. awe oHu Obiau npedcmagnervl U3MEHEeHUAMU, 00YCA08-
aenHoimu npuemom I'K. Odnako nposodumas mepanus I'K ¢ KK 601bHbiX He Oblaa npeQuKmopom opeanHbix nospedcoenull. SHauumMbIMuy npe-
JuKkmopamu HebAa2onPUIMHO20 UCX00A Y HAWUX NAYUEHMOB SEASAUCy CIMAPWULL 603pACH NAUUEHMO8 6 debrome 004e3HU, 8bICOKAs AKMUB-
Hocmb, ocmpoe meuerue u yacmote obocmperus CKB.
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Objective: to study and analyze the clinical and laboratory manifestations, course, and outcome of systemic lupus erythematosus (SLE) in
patients living in Kyrgyzstan.

Patients and methods. The prospective study included 150 young patients aged 34 [26, 44] years in a Kyrgyz cohort (KC) with SLE, the disease
of which was 3.0 [0.7; 10] years. All clinical, laboratory, and instrumental data of patients, health-related quality of life (HRQOL) indicators,
and treatment regimens were recorded in the international research base, such as British Lupus Integrated Prospective System (BLIPS). SLE
activity was assessed using the Systemic Lupus Erythematosus Disease Activity Index 2000 (SLEDAI-2K). At the end of the observation, the
investigators assessed the following indicators: the number of exacerbations of SLE by the SELENA Flare Index (SFI); the onset of complete or
drug-induced remission, the number of deaths; and the development of irreversible organ damages (10D) according to the damage index (DI).
Results and discussion. When seeing the physician for the first time, the KC included more patients with high (n=61 (40.66%)) and very
high (n=40 (26.67%)) disease activity. Most (n=60 (40%)) patients were observed to have a subacute type of the course of the disease. At
the first visit, the most common manifestations of SLE were damages to the skin (n=99 (72.67%)), serous membranes (n=91 (60.67%)),
and lupus nephritis (n=79 (52.67%)). 10Ds were identified in 15.33% of the patients and were absent in §4.67%. 10Ds were more often
due to the administration of glucocorticoids (GCs) in 43.48% of cases. However, GC therapy was not a predictor of organ damages (rela-
tive risk, 0.91; p>0.05). In the KC, the significant predictors of adverse outcomes were old-age onset SLE and its high activity, acute
course, and frequent exacerbations.

Conclusion. The KC patients had high and very high clinical and laboratory activities (40.6 and 26.6%, respectively), mainly those of acute and sub-
acute SLE (32 and 40%, respectively), obvious immunological disorders. There was a preponderance of damages to the skin (73%), serous membranes
(61%), and kidney (53%) among the clinical manifestations of SLE. I0Ds were found in 15.33% of patients at their study inclusion. These were more
[firequently represented by GC-induced changes. However, the ongoing GC therapy in the KC patients was not a predictor of organ damages. The signif-

icant predictors of an adverse outcome in our patients were old-age onset SLE and its high activity, acute course, and frequent exacerbations.

Keywords: systemic lupus erythematosus; Kyrgyz cohort; activity; irreversible organ damages; exacerbation; outcome.
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CuctemHast kpacHast Bojyanka (CKB) ro-nipexxHemy ocra-
€TCsl OIHUM U3 CaMbIX 3aralouyHbIX U HEMIpeICcKa3yeMbIX 3a00J1e-
BaHuit XXI B.

M3BecTHO, YTO Ha TEUEHME, UCXOIbI M YaCTOTY pa3BUTHUS
HeoOpaTuMbIX opraHHbIX noBpexnaeHuit (HIT) mpu CKB moryt
BJIMSITH OTHUYECKUE U JeMorpacduyeckue 0COOeHHOCTH Mallu-
€HTOB. Y DPa3HbIX 3THUYECKUX TPYIN Pa3Idyuvs KJIMHUYECKUX
MPOSIBJIIEHUIA, CTENEHU aKTUBHOCTU, BbipaxkeHHocTu HII He
TOJBKO (opMUpPYIOT ocodbeHHOCTH uiau cyotun CKB, HO 1 Mo-
TYT MOBJIMSITh HA YPOBEHb BBKMBAEMOCTH U CMEPTHOCTH, KOTO-
pasi 3HaYMTEbHO BBILIE, YeM B nonyJsuuu [1, 2].

B nocnenHue roabl ¢ 1e/1bI0 CPAaBHUTEIBHOTO U3YYEHUS Te-
YEeHMUsl, ucxo/a v mporpamm tepanuu 60apHbIX CKB pa3HbIX oT-
HUYECKUX TMOMYJISILUA CO3Mal0TCd MEXIyHAPOAHbIE PETUCTPHI,
KoTOphIe ObUTM akTUBHBIMU B CeBepHoit u FOxxHOIT AMepuKe, a
Takke B EBporne enre B 70-x romax npouutoro croietus |3]. JaH-
HbI€, TTOJIyYEHHBIE U3 3TUX PETUCTPOB, UMEIOT OOJIBIIIOE 3HAYE-
HUE JUISI KIMHUYECKON MPaKTUKU, Pa3paOdOTKU U MPOBEACHUS
(byHIaMEHTaJbHbIX HayYHbIX MCCJIEIOBAHUI, MO3BOJISIOT OXa-
pakTepu3oBaTh cyoTUNbl Oosie3Hu, npuunHbl HIT, ontumMusu-
pOBaTh METONBI PaHHEH AMATHOCTUKK U MIPOTHO3UPOBAHUS UC-
xonoB CKB [4—7]. B cBsa3u ¢ aTum B 2012 I. 6b11 co3naH Mex-
HalMoHaJbHBIN peructp nmauueHToB ¢ CKB, EBpasuiickast ko-
ropra (PEHECCAHC), B KOTOpOM y4acTBYIOT BeAyllI1Me peBMa-
Tojornyeckue IeHTpbl Poccuiickoit ®@enepanuu (PIBHY
HWUWP um. B.A. HaconoBoii, kadeapa pesmaroiorun Tuxo-
OKEaHCKOT0 TOCYyAapCTBEHHOTO MEAULIMHCKOTO YHUBEPCUTETA),
Kazaxcrana (kadenpa pesmarosornu Kazaxckoro HalmoHa b-

)

Horo MeauuuHckoro yHusepcuteta um. C.J1. AcheHnusiposa) u
Keiprezcrana (HaummoHambHBIH 1IEHTP KapaInOJIOTUN U TepaTruu
“MeHU akanemMuka M. Muppaxumosa). B craTbe mpenctaBieHb
JTAaHHBIE TIPOCIIEKTUBHOTO MccaenoBanust ocooeHHocteit CKB y
naureHToB KbIpreizcraHa

Heas vccnenoBanust — U3y4eHUe U aHAIN3 KJIIMHUKO-71a00-
pPaTOPHBIX MposiBiieHUH, TedueHust U ucxona CKB y maiueHTos,
npoxxuBaroimux B Keipreizcrane.

IManmentsl U MeToabl. B TpocrekTMBHOE uCCiIenOBaHNE
BkmoueHo 150 manmeHToB Kuprusckoit koroptsl (KK) ¢ CKB,
JIOCTOBEPHOI COTJIaCHO KPUTEpUSIM AMEPUKAHCKON KOJIIeTUU
peBmarosioroB (ACR) 1997 1. [8] u MexxnyHapoaHOI opraHu3a-
uuu  corpynHuuecrBa kiaumHuk CKB (Systemic Lupus
International Collaborating Clinics — SLICC) 2012 r. [9], rocrm-
TAJIM3MPOBAHHBIX B KJIMHUKY HalmoHalbHOTO 1IeHTpa Kapauo-
JIOTUM W Tepalmuy HMEHUW akaaeMuka M. MuppaxuMmoBa
(HUKT) ¢ suBaps 2012 . mo nekadppb 2018 r. [TarmeHTH Ha-
osmonanuck ot 1 roga a0 3 jeT.

Bce ximmHMKO-1a60paTOpHBIE U MHCTPYMEHTATbHBIC JTaH-
HbIE, TIOKA3aTeJIn KaueCTBa XU3HU, CBSI3aHHOTO CO 3M0POBHEM
(K2XKC3), u cxembl Teparny perucTprupoBAIUCH B MEXKITyHAPOI -
HOIl ucclenoBaTenbckoii 6asze — British Lupus Integrated
Prospective System (BLIPS).

BapuaHT nebiorta 3aboieBaHUsI BepuUULIMPOBAJICS 10
B.A. HaconoBoii (1972): ocTpblii, MOAOCTPbII UM XPOHUYECKUIA.

AxtuBHOcTh CKB onenuBanace o mHaekcy SLEDAI-2K
(0 — mer akTuBHOCTH, 1—5 — HuU3Kas, 6—10 — cpeqmsst, 11—-19 —
BbICOKas, >20 6a/IOB — OYeHb BBICOKAsl aKTUBHOCTD) [10].
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B koHuLe HaOIIOnEHMS OLEHMBAIM: YUCIO OOOCTPEHUIA
CKB no nnaekcy SELENA Flare Index (SFI) kak nerkoe, yme-
pEeHHOe U TsDKeJoe; HACTYIUIeHWe peMUcCru (TIOJTHOM WU Me-
IUKaMEHTO3HOI); YMCIIO JIeTATbHBIX McXonoB; pazsutue HII mo
nHaekcy nospexnenus (MI1), pazpadorannomy SLICC. Orcyrt-
CTBUE MOBpeXAeHUi oueHuBasioch Kak 0, Huskuii UIT — 1,
cpeaHuii — ot 2 10 4, BLICOKMIT — Gostee 4 6ayios [11].

Pemuccus CKB omnpenensnach Kak medukameHmo3Has
TPY OTCYTCTBUU KJIMHUKO-UMMYHOJOTUYECKONW aKTUBHOCTHU
(uagekc SLEDAI-2K — 0 6annoB) Ha ¢oHe MpueMa THAPO-
kcuxaopoxuHa (I'X) ot 200 mo 400 Mr/cyT /WM IIIOKOKOP-
tukounos (I'K) <5 mr/cyt B nepecuere Ha mpenHusonoH (I13)
>6 Mec, KaK noaHas — IPU OTCYTCTBUU KIIMHUKO-UMMYHOJIO-
ruyeckoit aktuBHoctu (MHAeke SLEDAI-2K — 0 6amioB) u
HeobxonuMocTu puMmeHeHus ['K 1 ”MMyHOIeTIpeccaHTOB OT
6 mec 10 5 JeT.

Bcem G0bHBIM MPOBOAUIOCH OOLIENIPUHATOE KIMHUYE-
cKoe u JaboparopHoe obciienoBaHue. O0s13aTeIbHbIE UHCTPY-
MEHTaJIbHbIE UCCIIETOBaHUSI BKJIIOYAIN MPOBEAEHUE IJIEKTPO-
kapauorpaduu (OKI'), axokapauorpadpuu (DxoKTI') ¢ Busya-
Ju3anveit mepukap/aa, KJamaHHOTO amniapara cepila, CUCTo-
JIMYECKOTO apTepUaNbHOTO NaBIeHUsI. AITe3UBHBIN TTepuKap-
JIUT TUaTHOCTUPOBAJICS B BUMIE 9XOHETAaTUBHOTO MTPOCTPAHCTBA
3a 3aHel cTeHkoii jeBoro xeaynouka (3CJIXK) ot 1 1o 5 Mm
B CHCTOJIY U B AMACTOJTY, @ 9KCCYIAaTUBHBIN MePUKaApIUT — NIPU
BBISIBJICHUM XOHETaTUBHOTO IMPOCTPAHCTBA >5 MM B TUACTOITY
3a 3CJIK. Jlerounas aprepuanbHas runepteHsust (JIAI) Be-
pudummpoBanach mo pesyiasratam DxoKI-uccrenosanusi, ec-
JIM CUCTOJINYECKOE IaBIeHUE B JIETOYHOU apTepuu MpeBbIlia-
10 30 MM PT. CT.

B xauecTBe CKPUMHMHIOBOTO MMMYHOJIOTUYECKOTO MCCIIe-
NMOBaHUSI MCITOIb30BAIUCh JIMHEWHBI MMMYHOJIOTHYECKHUI
aHanu3 (MMMyHoOJ10T) «JIMA-Max 17» ¢ onpeaesieHueM aHTU -
ten k aBycniupanbHoit JIHK (antu-ncIHK), Sm-antureny c
nonunentunoMm D1 u HempsiMasi uMMyHodII0OOpEeCceHIINS
(HA®) anTtusimepHbIX aHTUTEN K Pa3IUYHbIM KOMIIOHEHTaM
siipa Ha KJIeTOYHOU TuHU Hep-2 ¢ BBICOKUM pa3BeeHUEM ChI-
BOPOTKHM KPOBM MalMEHTOB ¢ TUTpOoM >1:160. C 11e/1bi0 OLIeHKH
MMMYHOJIOTUYEeCKON aKTUBHOCTHU 3a00JIEBaHUST OTIPENEIISUTUCH
antu-nac/JIHK metomom nmmyHodepmeHTHOTO aHanu3a (MDA)
u conepxxanue C3-, C4- KOMIIOHEHTOB KOMITJIEMEHTAa METOIOM
MMMYHOHedeoMeTpuYeckoro aHaiausza. B kauectBe Jabopa-
TOPHBIX MPU3HAKOB aHTH(OoCchomumuaHoro cuHapoma (ADPC)
YYUTHIBAJIOCh HaJIW4ue BOJTYAHOYHOTO
aHtukoaryisiuta (BA), noxHononoxu-
TeJabHOU peakuuu Baccepmana (JITIPB),
TOBBIIIIEHNE YPOBHEH aHTUTEN K KapAnO-
qununy (aKJT) IgG-, IgM-uzotunos u
aHTUTEN K P2-TaukonporenHy I (aHTu-
B2ITII) IgG-, IgM-uzorumnos (MDA).

C 1enabl0 OLIEHKU HeWporcuxuye-
ckux nposteineHnii CKB ncnonb3oBanmch
knaccupukanonusie Kputepun ACR
1999 r. [12]. Heliponicuxuyeckue Hapy-
LIEHUS JUaTHOCTUPOBAIUCH MTPU KIMHU-
YeCKOM OCMOTPE TICUXOTEPAIIEBTOM C MC-
TOJTH30BAHUEM KJTACCUDUKAIIMY TICUXU -
YeCKUX PACCTPOUCTB W HAPYIIEHUS TO-
BefieHUsT TI0 MeXIyHapoaHOW KJaccu-
uxkanuu oGonesHeir 10-ro mepecMmoTtpa
(MKB-10).

IToka3zarennb

MHBAJIMIHOCTbD.

BIOBa (BIOBELL)

Pacosas npunadaexncHocms, KUPTU3bI/
a3MaThbl/eBPOIICHONIIBI

TToJ1: KEeHIIMHBI/MYXIUHBI

ConuanbHBbIi CTaTyc:
00pa3oBaHue, BbICIee,/
cpelHee crieraibHOe/CpeIHee

He paboTaioinue / paboTarolye
0O0JIbHBIE 0€3 UHBAIUIHOCTUA
He paboTaioinue / paboTarolye

CeMeifHOe TIOJIOKEHNE, HATNIKE CeMbU /
OTCYTCTBUE CEMbU / pa3BenieH(a) /

B KK 001bHBIX B CBSI3U C OTCYTCTBUEM B pecryOIiKe BO3-
MOHOCTHU TUCTOJIOTMYECKOTO MCCIe0BaHUS MOYEK C OINpesie-
JIeHueM Mop@OJIOTMYecKOro THUIa BOJYAaHOYHOTO HedpuTa
(BH) 6buta ncnonbp3oBaHa KIMHUYECKAsT Kiaccudukanys Ba-
puantoB BH mo W.E. TapeeBoii: ObICTpOmporpeccupyonmii
BH (BIIBH), Hedput ¢ HehpOTUUECKUM CUHIPOMOM, aKTUB-
Hblii BH ¢ BBIpak€HHBIM MOYEBBIM CUHAPOMOM, JIATEHTHBII
BH (HedpuT ¢ MUHUMaJIbHBIM MOYEBBIM CHUHApPOMOM) [13].
151 BBISIBJIGHUST CTETIEHU CHVXKEHUSI CKOPOCTU KITyOOYKOBOI
dunprpamu (CK®P) 1 BeIpakeHHOCTH TTPOTEUHYPHUU TIPUME-
HsJIach KiaccupuKalnus XpoHn4yeckoit 6one3nu nmouek (XbIT)
nmo KDIGO (2013), corinacHO KOTOpPOil BBIIEISIOT 6 cTamuii
XBIT [14]. Ipagauyun CK® paccunThIBaCh B MIJIJTUMETPAxX B
muHyTy Ha 1,73 m% Cl (>90 mia/mMuH) — HopmasibHas, C2
(60—89 Mi/MHMH) — He3HAuMTEeJbHO CHMKeHHasi, C3a (45—
59 mu/mMuH) — ymepeHHO cHikeHHast, C36 (30—44 miu/MuH) —
CylecTBeHHO cHIKeHHast, C4 (15—29 mi/MuH) — pe3Ko CHU-
xKeHHast, C5 (<15 Ma/MUH) — TepMUHAJIbHAs MOYeYHast He0C-
TaTOYyHOCTb. OLIEHKa cofiepKaHus Oejika B CyTOYHOM aHaln3e
MOYM TIPOBOAMJIACH TIO CJHeAyIIMM Kputepusim: Al
(<150 mr/cyT) — HOpMa WM He3HAYUTEJbHAasl TPOTEUHYPHUSI,
A2 (150—300 mr/cyT) — 3HaunTenbHas, A3 (>500 mr/cyT) — BBI-
COKasi M OYeHb BbICOKAsI TPOTENHYPUSI.

Cratuctuyeckass oOpaboTKa pe3y/abraToB MPOBOIMIACH C
ucnojib3oBaHueM nporpammbl SPSS 23 (IBM, CILIA). Bua pac-
TpeieIeHNs] KOJTMIEeCTBEHHBIX TTePeMEHHBIX aHATM3UPOBAJICS C
MOMOIIBI0 KpUTepusi HopMalibHocTu Jlubedopca. [lepemen-
HBIE C TTApAMETPUYECKUM pacTipe/ieIeHNeM TTPeICTaBIeHbI B BU-
ne M+SD. [lepeMeHHBIE ¢ HemapaMeTPUUECKUM pacipeaesie-
HMEM — B BHIE MeAWaHbl C MHTEPKBAPTWIBHBIM pPa3dpocoM
[25-i1; 75%-i1 nepuenTiu]|. CpaBHeHUE HE3aBUCUMBIX TPYIIIT
OCYIIECTBJISIOCh ¢ MOMOIIbIO KpuTepueB MaHHa—YUTHU U
KommoropoBa—CMmupHOBa, a 3aBUCUMBIX — MeTogoM Kpacke-
na—Yosutuca. s onipenesieHus BIUSHUS TToKa3aTesieil Ha uc-
XOJI UCTIOJIb30BAJICSI METO/I MHOXKECTBEHHO JIOTUCTUYECKOH pe-
rpeccuu ¢ BeluuciaeHueM otHoueHus mancos (OL) u 95% no-
BeputebHOro nHtepnaia (JI1). JloctoBepHOCTb pa3Inuuii Me-
KTy TPYIIIaMU OTIPEIeIsUIA C TIOMOIIBIO HellapaMeTPUIeCKOro
Z-xpurepusi. Paziuuus cuntanuck noctoBepHbiMu ripu p<0,05.

Pesynsratel. B KK npeobnanany nauueHThl XX€HCKOTO Mo-
na (144 u3 150), monomoro Bo3pacra (34 [26; 44] roma), co cpel-
HUM M CPeIHUM clelualbHbIM obOpa3oBaHueM (n=108), kup-
IM3CKOI HauuroHaabHOCTH (n=134; Tadm. 1).

Taosmua 1. [lemorpaduueckast xapaktepucTuka maureHtos (n=150), n (%)
Table 1. Demographic characteristics of patients (n=150), n (%)

3HaueHne

134 (89,33) / 12 (8) / 4 (2,67)

144 (96) / 6 (4)

42 (28) /20 (1,33) /88 (58,67)

54 (35)
42 (77,78) / 12 (22,22)
96 (64)

70 (72,92) / 26 (27,08)

110 (73,33) / 31 (20,67) / 7 (4,67) / 2 (1,33)
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Ta6muua 2. KiinHnyeckast XapakTepruCTHKa MalMeHTOB MPY MEPBUYHOM 00CIeI0BaHUN
Table 2. Clinical characteristics of patients at primary examination

ITapameTpbt 3Havenne
Bospacr, roasl, Me [25-i1; 75-i1 iepuieHTAIH | 34 [26; 44]
Bpewmst ot nosiBneHus nepsbix npusHakoB CKB no Bepudukanuu nuarsosa, 1,0 [0,3; 2,5]
roabl, Me [25-i1; 75-i1 nepLeHTuIu|
HnurensHoctb CKB, Mec, Me [25-i; 75-i1 nepueHTHIM] 3,0 10,7; 10]
Bapuantsl Teuenust CKB, n (%):
0CTpoe 48 (32)
MOIOCTPOE 60 (40)
XPOHUYECKOE 42 (28)

AxtuBHocTh CKB no nunekcy SLEDAI-2K (6aibr)

BO BpeMsl II€PBOTO BU3KTA, N (%):
pemuccus (0) 3(2)
Huskas (1-5) 15 (10)

ymepenHas (6—10) 31 (20,67)
BbIcokas (11—19) 61 (40,66)
OueHb BbIcOKas (>20) 40 (26,67)

KIT I 5
M ——————— | ()
ADC mm 6
Anoneyus I | 50
CCC 13
TH ——— 39
CO I ( |
BH I —— 5
O/ 11
HC —— 26
Apmpumbt —— 5 |
C30 n————— 4()
Kooica I ——— 3
0 20 40 60 80 100 120

Puc. 1. Yacmoma xaunuueckux nposeaenuii y nayuenmoe KK (n=150), %. KII — kon-
cmumyyuonanvuvie nposenerus, MH — ummyrnonrocuueckue napywernus, CCC — cepdeuro-
cocyducmas cucmema, l'H — eemamonocuueckue napyuwenusi, CO — ceposnvie 000104KU,
O/l — opeanwt dvixanusi, HC — nepsnas cucmema, C30 — cauzucmole 000404KU
Fig. 1. The frequency of clinical manifestations in KC patients (n=150), %. CM — constitu-
tional manifestations; ID — immunological disorders; CVS — cardiovascular system; HD —
hematological disorders; SM — serous membranes, RD — respiratory organs, NS — nervous

Jo4ek, y 88 (59%) — anonerwms. Y 81 6ojb-
Horo (54%) 3T U3MEHEHMsI COIPOBOXK-
JMAINCh KOHCTUTYLMOHAIBHBIMU Hapy-
LIEHUSIMU, KOTOpbIe B 72 ciy4asx (89%)
ObUTU TIpeNCTaBIeHbI (PeOPUITBHOMI JTUXO-
pankoii (puc. 1). Heapo3uBHbIi1 apTpuT
onpeaensicsa y 76 (51%) GoabHBIX, yaliie
BCETO BOBJICKATMCH JTy4e3aIsICTHbIE CyC-
TaBbl U MEJIKUE CYCTaBbl KUCTel (n=42;
55%).Y 91 (61%) u3 150 nmanmeHTOB BbI-
SIBJIEHO TIOPaXKEeHKE CEPO3HBIX 000JI0UEK,
HEpEeJKO BCTpevasicsl MEepUKapauT — y
69 (76%) w3 91, yarie anare3UBHBIA —
y 49 (71%) u3 69, pexe sKcCymaTUB-
Hblil —y 20 (29%) u3 69. TTopaxkeHue 1mo-
YeK HabJTI0Ia/IOCh Y TIOJIOBUHBI OOJTBHBIX —
79 (53%) u3 150, y 49 (62%) u3 HUX — B
BuIe akTuBHOro BH.

HepsHas cucteMa Gblia opaxkeHa y
YETBEPTU KMPTrU3CKUX MALIMEHTOB — y 39
(26%) w3 150, B moJOBMHE CJIy4aeB
(n=18; 54%) ormeuanoch BOBJICUCHUE
ueHrpanbHoii (LIHC), Heckonbko pexe —
nepudepudeckoit (IMHC) (n=15; 45%)
HepBHOU cuctembl. [Topaxkenue LIHC B
OCHOBHOM XapaKTepu30Bajioch nuddys-
HBIMU HEHPONCUXUUECKUMU TPOsIBIIEC-
Hussmu CKB B Bue TICHX03a CO 3pUTEIb-
HBIMM U CJIYXOBBIMU TaJUTIOLMHALIUSIMU,
KOTOpble oT™Mevanuch y 9 (50%) Goinb-
HbIX. [emaTosoruueckue HapylIeHUS
(I'H) na6monmamuck y 59 (39,33%) xup-
IM3CKUX TMAlMeHTOB. Yaile BHISBISIACH
nmumbonenust — y 40 (67,81%) mauneH-
TOB U3 59, ¢ konebanuem yucia aumMdo-
LUTOB B Mepudepuyeckoil KpoBU OT
0,3-10°/n mo 0,98-10°/n1 (B cpeaHeMm
0,72+0,17-10°/m).

[MopaxkeHue oOpraHOB JbIXaHUS
Bcrpevanoch y 17 (11,33%) kuprusckux
MalueHToB, y 6 (35,92%) 13 HUX AUarHo-
CTUPOBAH OCTPbI BOJYAHOYHBIM MHEB-
MOHHUT, C HEMPOIYKTMBHBIM KalllJieM,
BBIPaKEHHOIM TUITOKCEMMEM, OIBIIIKOM,
B TIOJIOBUHE CJlydaeB — C TpU3HAKaMU

system, MM — mucous membranes

Cpoku ot aebtora CKB mo Bepudukanum auarHosa B8 KK
KoJieGamuch ot 3 Mec 110 2,5 rofa, JIMTeIbHOCTh 3a00JIeBaHUsT K
MOMEHTY MepBOro Bu3uta — ot 7 mec 10 10 1eT, JIMTeAbHOCTh
HabtoneHus: — ot 1 roaa ao 3 et (Tadu. 2).

Ha momenT Brmouenus 54 (35%) u3 150 nmammentoB KK
OBLTM HETPYOOCITOCOOHBI, y OOJBIIMHCTBA ObLIa BBICOKAS
(n=61; 40,66%) u ouenb Buicokas (n=40; 26,67%) aKTUBHOCTb
3aboseBaHus. [1py MepBUYHON TOCTIUTATM3AIMY MEIUKAMEH-
TO3HAas KIMHUKO-UMMYHOJIOTHUYECKasi PEMUCCUST ObLIa JIUILb Y 3
(2%) nmauuentoB. Y 60 (40%) GoabHBIX HAOIIOAAICS MOAOCT-
poIif, y 48 (32%) — octpbiit, y 42 (28%) — XpOHUYECKUI BapuaHT
Te4eHUsT OOJIE3HU.

Bo Bpewmst niepBoro Busuta y 79 (53%) naiivieHTOB BbISIBIISLICS
BH, y 99 (73%) — nopaxenue Koxu, y 91 (61%) — ceposHbix 060-

43

TSDKEJIOM JbIXaTeIbHON HEIOCTaTOUYHO-
cti (n=3). ¥ 11 GoJbHBIX OOHaApy:KeHa
JIAT, ¢ moBbIlLIEHUEM CHUCTOJUUYECKOrO JABJICHUS] B JIETOYHOM
aprepu 1o aaHHbIM DxoKI Ha 50 MM pT. cT. 1 OoJjiee (B cpel-
HeMm 1o 71,09x14,54 MM pT. cT. — oT 55 mo 94 MM. pT. cT.).
V 6 (54,54%) u3 11 GonbHBIX HaOmomanach BropuyHas JIAT:
y Tpoux — Ha (poHE BOTUYAHOYHOTO ITHEBMOHUTA U Yy TPOUX —
WHTEePCTULIMATBHOTO TTOPAKEHMUS JIETKUX.

Yacrora nopaxkeHusi CCC Obljia He3HaUYUTEJIbHOM, OHO BbI-
siBJIeHO Beero'y 19 (12,67%) kuprusckux narueHToB. Yarie Bce-
ro BoISIBsIICS quddy3Hblil Muokapaut (n=11), y 8 G0JbHBIX —
CO CHUXKEHUEM COKPATUTEJIbHOW (DYHKIIUU JIEBOTO XeJTylouka
(JIZX), y 2 — ¢ pa3BUTHEM XKeTYITOYKOBOM 3KCTPACUCTOINUN BbI-
cokux rpagauuii (Lown III u IVA crenenn). B ogHom ciyuae, y
MOJ10J1011 mauueHTKu (17 neT), Habaoaaauch MPU3HAKU KOpPO-
HapuuTa C TAITMYHON aHTMHO3HOM 00JIbI0 U CyOdHI0KApAUab-
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Ta6muna 3. IMMyHOJIOTMYECKYE HAapyILIEHUS Y MallMeHTOB
KK (n=150), n (%)
Table 3. Immunological disorders in KC patients (n=150), n (%)

3HaveHue

135 (93,10) u3 145

VMmyHoI0rHYecKHe MoKa3aTe

IoBbimenue ypoBHs antu-acJIHK (MDA)

Jedunut C3- u C4-KOMIOHEHTOB 69 (97,18) u3 71
KOMILIEMEHTa

AnTHTena Kk Sm-D1-antureny (+) 59 (60,82) u3 97
TTosutuBHOCTh MO aKJI IgG- 1 7 (50)
IgM-u3otunam

TMosuruBHoCTh O aHTU-B2T T IgG- 4 (28,57)
u IgM-u3otunam

BA 2 (14,29)
JITIPB 1(7,14)

AH® (+) 66 (94,29) u3 70

ITpumeuanne. AH® — anTuHykieapHbiii haktop; AHA — aHTUHYKIIE-
apHble aHTuTena; Sm-D1-aHTuren — Smith-aHtureH ¢ nonumnenTu-
nom DI.

Note. ANF — antinuclear factor; ANA — antinuclear antibodies; Sm-
D1 antigen — Smith antigen with D1 polypeptide.
|
HOWM MILEMUU TepeaHeINeperopoaouyHoii, OOKOBOM M HUXHEN
cTeHoK JIK.

A®C muarHoctupoBaH y 9 (6%) narmmeHToB. OH B OCHOB-
HOM OBLT MPENCTaBleH BEHO3HBIMU TPOMOO3aMU HUKHUX KO-
HeuHocTeilr (n=6). ITaTojorust 6GepeMeHHOCTH HaOJI0mANIach y
TpeX >KEHIIMH B BUJIE CAMOITPOM3BOJIbHBIX BHIKUIBIIIIEH HA PaH-
HUX CPOKax recTalvu.

V¥ Bcex 150 (100%) mauMeHTOB BISIBISUIMCh UMMYHOJIOTH -
yeckue HapyuieHusi. Kak BumgHo u3 tabj. 3, npeobjagaioiiee
OOJTBIIMHCTBO GOJTBHBIX UMETN BBICOKYI0 MMMYHOJOTHUECKYIO
aktuBHOCTh CKB, ¢ moBbeiieHrem ypoBHs aHTH-Ac/IHK y 135
(93,10%) u3 145 u ¢ runokomriuieMeHtemueit —y 69 (97,18%) u3
71 ob6cnenoBanHoro. Yacrora BoisgBiaeHuss AH® (¢ moMolsio
HU® na xnerounoit muauu Hep-2) coctaBua 94%.

3a nepuoa AMHaMU4eckKoro MoHuTopupoBaHus (2,2 [1; 3]
rona) y 84 (56%) u3 150 6obHBIX perucTprupoBanuck 192 o6oct-
peHusT 3a00JIeBaHNS CO CTOPOHBI Pa3JIMYHBIX OPTAHOB M CHCTEM.
Yucno Takux 000CTpeHUIT Ha OJJHOTO MallMeHTa COCTaBJISIIO OT
1 1o 4 ciaydaeB (B cpenHeM 2,82+2,21) B TeueHUE 3-JIETHETO Ha-
omonenusi. CornacHo unnekcy SFI nerkoe oboctpenue CKB
Ha6momanoch B 103 coryuasix u3 192 (54%) v IposIBIISLIIOCH HETSI-
JKEJTBIM KOXHO-CIIU3UCTBIM CUHAPOMOM (n=81), cormpoBOXIaB-
muMcst heOpuIbHOI Tuxopankoit (n=22; tabn. 4). YMepeHHOE
obocTpeHue 0oIe3HN OTMeYaIoch B 48 ciyuasix u3 192 (25%) u
MposIBJIsIOCh cepo3utoM (n=18), aptputamu (n=16) u BH ¢
MUHUMAaJIbHBIM MOYEBBIM CUHAPOMOM (n=14).

Tsxenoe obocTpeHue 3aboJieBaHUSI PErMcTpUpOBaIOCh B
41 cnyyae (21%) u xapakrepr3oBaioch y 28 (68%) GONbHBIX BbI-
paxxenHbiM BH, y 5 (12%) — TH, y 4 (9%) — BOJYaHOUHBIM
rnHeBMOHUTOM U Y 4 (9%) — nopaxenuem LIHC. Tak, Ha dhoHe
camocrosTebHO oTMeHbl 'K M 1urocTtaTMyecKoil Tepanuu
y 4 00JBbHBIX HaOJMOmaIMCh 000oCcTpeHus ¢ BopiaeyeHuem LIHC,
KOTOpbIe B JBYX CIIy4asiX TPOSIBIISUTMCH T€HepaTn30BaHHBIMU
SIUTIPUCTYTIAMU, B OJTHOM — 3PUTEIbHBIMY TALTIOIIMHALIUSIMU 1
eI1e B OTHOM — TUCIIMPKYJIITOPHOM SHIIe(haonaTieil ¢ aTakcuue-
CKMM CUHIPOMOM U TPEBOKHBIM pacCTPOMCTBOM B BUIE MaHUUE-
cknx atak. O6octpenne BH ¢ XBIT C1A2 Ha6monanocs y 6 60J1b-
HbIX, ¢ XBIT C1A3 —y 6, ¢ XBIT C2A3 — y 6, ¢ XBII C3aA3 —
y 3, ¢ XBIT C3BA3 —y 2, ¢ HeppOTUYECKUM CUHAPOMOM — Y 5.
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Ta6mua 4. Xapaxktepuctuka oboctpenuii CKB (192 ciyuas
y 84 matmeHToB), n (%)
Table 4. Characteristics of SLE exacerbations (192 cases
in 84 patients), n (%)

TTapameTpbi 3HavyeHne
Jlerkoe odocTpenne 103 (54)
1. KoXHO-CIM3UCTbII CUHAPOM 81 (79)
2. KIT 22 (21)
‘YMepennoe o000cTpeHne 48 (25)
1. ApTpuUThI 16 (33)
2. Cepo3uThl 18 (37)
3. BH ¢ munumansusiv MC 14 (29)
4. Muo3uTbl 0
Tskeno0e odocTpenne 41 (21)
1. BH ¢ aktuBHbiM MC 28 (68)
2. IHC 49
3.TH 409

4. CJIC 5(12)

IIpumeyanue. MC — moueBoii cunapom; CJIC — cepaeyHo-ierouHas
cucrema.
Note. US — urinary syndrome; CPS — cardiopulmonary system.

Ta6mna 5. Xapakrtepuctuka npuanH odoctperust CKB (192 ciyuast
y 84 mauueHToB), n (%)
Table 5. Characteristics of the causes of SLE exacerbation (192 cases
in 84 patients), n (%)

TIpnuuna odocrpennit CKB Yuco cayyaes, n (%)

CamocrosiTesIbHasi OTMEHa Tepanuu 44 (52,38)
ITnanoBast ormeHa tepanuu 'K 0
CHuxeHne n103e1 'K 0
HenocrarouHblit ahdekT Tepanuu 0
AxtuBHocTh CKB 35 (41,67)
OTCyTCTBUE JIEKAPCTB 1(1,19)
HewusBecTHble MPUUMHbBI 4 (4,76)
bepeMeHHOCTh 0

Jpyrue npuauHbl 0

|

Kak BumHO u3 Tabm. 5, amm3ombl oboctpeHuit CKB y
84 6obHBIX HAOMIOAATUCH Ha (POHE CaMOCTOSTENIbHOM OTMEHbI
I'K, y 44 (52,38%) — mutoctatindyeckoit Teparmu u'y 35 (41,67%) —
AKTMBU3AIIMK ITaTOJIOTUIECKOTO TTpoliecca.

Bo BpeMs 3aKIIOYUTENTHHOTO BU3UTA OTMEUAIOCh JTIOCTO-
BepHOE CHIDKeHUE WHAEKCAa aKTUBHOCTU 3a00JIeBaHUS
SLEDAI-2K npaktuyecku BaBoe — ¢ 15,2948,06 no 7,79+5,57
(p<0,01; puc. 2).

Ha6monanace Bbicokast yacToTa pa3BUTHUSI MEAMKAMEHTO3-
HOM  KJIMHUKO-MMMYHOJIOTUYECKON peMUCCUM  (MHICKC
SLEDAI-2K — 0 6ayi10B), KoTopast 3adukcrupoBaHa y 41 601bHO-
ro (27,33%). [MonHast pemuccusi (JUTMTEIBHOCTBIO OKOJIO 2,5 TO-
[1a) OTMeYaJIach JIUIIb B ogHOM ciy4dae; 20 (48,78 %) mainreHTOB
C MeIMKaMeHTO3HOM pemuccueii nonydanu [13 B cyTouHoi 10-
3¢ <5 Mr B coueTanuu ¢ ['X ot 200 no 400 mr/cyT.

HIT npu nepBMyHOM 0OCIEqOBaHUM OOHAPYXEHBI Y
23 (15,33%) nmaumenros, y 127 (84,67%) oHM OTCYTCTBOBAJIU.
Huskue 3navenns VI nabmonanuce y 14 (60,87%), cpentue —
vy 9 (39,13%) GonbHbIX. Beicokux 3HaueHuit U1 He ObUIO HU B
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p<0,01

MarMeHTOB OTMEYAJINUCh U3MCHCHUA CO

18

14t
12 |
10 |

Ilepsuunas eocnumanuzayus
3axarouumensHolil U3UM

cropoHbl [IHC: B Buae uieMuyeckoro
uHcynbTa y 4 (66,67%) M KOTHUTUBHBIX
napywenuiit (KH) y 2 (33,33%).

Ilpu nuHamMuyeckoM HaOIIOIEHUU
1 (ot 1 roma m0 3 yieT) BBISIBIEHO CTaTH-
CTUYECKM HE3HaYMMOE MPOrpeccrupoBa-
nue HIT (p>0,05). TTpu oTCyTCTBUM BbI-
cokux 3HaueHuil UII oH yBennuwmics B
cpennem ¢ 1,65%+0,98 no 1,95+1,04 6an-
na (p>0,05; puc. 3).

K 3zakmouurtenbHomy Busuty HII
uMenn yke 43 marmenTa u3 150 (28,67%) —

o Mean
[l Mean+SE
T Mean+t1,96*SE

Puc. 2. Jlunamuxa usmenenus undexca SLEDAI-2K

Fig. 2. Changes in SLEDAI-2K

Ha 20 GoJibllle IO CPABHEHUIO C MEPBbIM
BU3UTOM.
B 6ompmmHCTBe citydaes (y 24 6071b-

p<0,05

HbIX — 55,81%) HII Gbiu cBsI3aHbBI C

24 :
22
2,0

L8+

B

1,0 : - . :
Hepeulmaﬂ cochumanu3auus

3aKar0uumensHolil 8U3UM

npuemoM I'K. V 12 (50%) u3 Hux oT™e-
4aJioCh MOPaXkKeHNe KOCTHO-MBIIIEYHOM
CHCTEMBI: KOMITPECCUOHHBIE ITePEIIOMBI
TeJ 103BOHKOB Y 7 (58,33%) u acentuue-
CKHUII HEKPO3 TOJOBOK OEIPEHHBIX KOC-
Teity 5 (41,67%). Pa3Butue creporHoii
KaTtapakThl Habmomamoch y 9 (37,5%),
crepounHoro nuabera —y 3 (12,5%) us
24 GOJIbHBIX.
Ha Bropom mMecTe ObUTM U3MEHEHUS
CO CTOPOHBI OPraHOB IBIXaHMS, KOTO-
pbie BbisiBieHbl Y 9 (20,93%) natueH-
TOB: y 5 — B BUJIE JIero4yHOro pubposa u
0 Zzzzi - y 4 — JIAT. U3menenus LITHC Habmona-
T Mean+1,96*SE muck 'y 6 (13,95%) manyeHTOB: UIIEMK-
yeckuit uncynstr —y 4, KH —y 2. [1ato-

Puc. 3. Junamurxa UII1 SLICC 3a epems Habaroderus
Fig. 3. Changes in SLICC DI scores during observation

JIorus 1movex BeisiBiaeHa y 4 (9,3%) 60ib-
HBIX, ¥ TPeX M3 HUX — CO CHIKCHHEM
CK® 1y 0omHOTO — C pa3BUTHEM TEPMMU-

Tlouxu 14,29
ADC 14,29

JIAT 14,29

1[HC

HanabHOi XITH (kak ucxom TsXKenoro
teueHusi BH).

B npoluiecce HaOmoneHUS 3apErnCT-
pupoBaHo 7 (4,7%) NeTalbHBIX CIydaeB
(puc. 4). B o0CHOBHOM 3TO OBLIM XKEHIIM-
HBl MOJIOJOrO Bo3pacTa (MemuaHa — 36
[26; 46] net), ¢ AMUTETBHOCTBIO 3a00JIe-
BaHug ot 2 1o 11 ner (meauana — 7,5 [2;
11] roma), ymepiune B CpemlHEM uepe3

57,13

0 10 20 30 40

1,23+1,15 romga mocsie 1epBOro BU3WTA.
Y OGoJbIIMHCTBA OOJIBHBIX TIPUYM-

Puc. 4. Cmpykmypa aemanvnocmu (n=7), %
Fig. 4. Structure of deaths (n=7), %

OJTHOM CJly4ae, BEpOsITHO, M3-3a HEOOJIBIION TaBHOCTHU 3ab0sie-
BaHust (Meauana — 3 [0,7; 10] roma). ¥ 10 (43,48%) u3 23 mauu-
eHToB HII, BbIsIBJIEHHBIE BO BpeMsl IEPBOrO BU3UTa, ObLINU CBSI-
3aHbl ¢ TpuemMoM ['K. Y msTu U3 HUX OTMeYalrch U3BMEHEHUST CO
CTOPOHBI KOCTHO-MBIIIIEYHON CHCTEMBI B BUIIE aCeTITMUECKOTO
HEKpo3a TOJIOBOK OelpeHHBIX KOCTel (n=2) U CTePOUTHON
crionawtonaruu (n=3). Hajnvue creponaHoii KaTapakThl uar-
HOCTHUPOBAHO Y TpeX, CTEPOUIHOrO auabera — y JBYX MalueH-
ToB. Ha BropoM mecTe ObLIM U3MEHEHHUsI CO CTOPOHBI OPraHOB
neixanust, ooHapyxkeHHbie y 7 (30,43%) u3 23 GONbHBIX: Jerod-
HbI pubpo3 y Tpex u JIAT y ueTbipex OonbHBIX. Y 6 (26,09%)

45

HOIi JIeTaJlbHOTO McXo/a ObLIO Topaxe-

nue HHC (n=4), ¢ pa3BuTHeM HIlIEeMU-

YECKOTO0 MHCYJIBTa Y IBOMX, TeMOpparu-
YeCKOTO MHCYJIBTAa Y OMHOTO My OAHOM MAllMeHTKN — PELIMIUBY -
PYIOIIETro MONePeYHOro MUEIUTA ¢ HKHHMM ITaparnape3oM 1 Ha-
pylieHreM (DYHKIIMU Ta30BBIX OPraHOB, ¢ MPU3HAKaMU BbIpa-
JKEHHOI OpraHMYeCKOi 1eMEHILIMU U TUCHUPKYIITOPHON 3HIIE-
danonaruu. OnHa nauueHTKa ¢ TepmuHanbHoi XITH nmorntna
OT YPEMUYECKOTO OTEKa JIETKUX BCICACTBUE TSKEJIOTO TEUCHMSI
BH. JleTanbHbIi Ucxom Y OMHOM OOJIBHOM, 37 JIeT, OBUT CBSI3aH C
TSDKEJIOM CepIeYHO-TIETOYHOI HEIOCTATOYHOCTHIO Ha (DOHE XPO-
HUYECKOT0 IEKOMITEHCMPOBAHHOTO JISTOYHOTO Cep/lia, 00ycI0-
BieHHoro JIAI, paHee y Hee AuarHoctupoBayicsl overlap-cuH-
npom (CKB B coyeTaHuUM ¢ CUCTEMHOM CKJepoaepMueii).
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W y nocnenHeit maumeHTKH, 26 JIET, IpH-
YUHOM CMEPTH OBLIO BTOPUYHOE IOpa-

Tabmna 6. Ananu3s npenukTopos ucxoga CKB
Table 6. Analysis of predictors for SLE outcome

JKEHME TTOYEK C PAa3BUTUEM OCTPOTO I1O- TTapameTpsi (111 95% N p
YEYHOTO TIOBpPEXKICHUS (MIIEMUYECKOM

Bospact 1,05 1,001—1,01 <0,05
nouykun) Ha poHe ADPC, IposIBUBIIETOCH,
KpOMe 3TOro, TSDKENIoi TpoMbouuTomne- Jlmnrensrocts CKB 1,06 0,97—1,16 H3
HUei, TPOMOOAIMOOJ e MEJTKUX BETBEM
nerquoﬁ apTepun C Pa3BUTUEM BBICO- ILHHTGJTLHOCTL HaG.T[]OI[eHHﬂ 1,01 0,63—1,63 H3
Kot JIAT' ¢ BbIpaxkeHHOW AbIXaTeJIbHON SLEDAI-2K 113 1.05-1.21 0,05
HEI0CTATOYHOCThIO.

TTocKobKY YMCIIO JIeTaTbHBIX CIIy- SFI 1,89 1,02—3,49 <0,05

yaeB cocraBuiio MeHee 5% (4,7%), uto
MOBJIMSIO OBl HAa 3HAYMMOCTD PE3YJIbTa- Octpoe Teyenue 1,0 s
TOB CTaTUCTUYECKOIO aHajau3a, IJIsl Ofl- T — 0.67 0.21-2,10 s
peneneHust peauKTOpPOB HEOJIaronpusIT-
Horo ucxona CKB B kauecTBe KOHEUHOM XpoHuueckoe TeueHne™* 0,20 0,04—0,91 <0,05
TOYKM HabmroneHus (Mcxoma) ObLIO B3sI-

IMpuem 'K 0,91 0,81—1,03 H3

to yBenuuenue UIT (AUIT) Ha 1 6ann u
BbIlle. YacToTa TakuMx ciyyaeB Mpu 3a-

KJIIOUUTEJIbHOM BU3MTE COCTABMIIA Gosiee ueHnem CKB.

Hpumeqaﬂne. H3 — HeT 3HaYMMBIX pa3aIuuuil. * — roKasaTesu JaHbl B CDABHEHUU C OCTPbIM Te-

Note. NSD — no significant differences. * The values are given in comparison with those in acute

10% (28,7%). SLE.

3HAaYMMBIMU TIPEIUKTOPaMU HeOJia-
ronpusitHoro ucxona (passutue HIT)
SIBWIKMCH BbICOKast akTUBHOCTH (1o nuHaekcy SLEDAI-2K), oct-
poe TeueHue M BO3pPACT MalMeHTa B Ae0loTe 3a001eBaHusl (YeM
cTaplilie maluueHT, TeM OoJjblie BeposTHOCTh pazsutust HII), a
takke yactble oooctpenust CKB (tabur. 6). [Tpu aTOM IIpoBOAK-
mag teparust 'K (B cpenHem 7,4 T/CyT Ha OMHOTO OOJBHOTO) B
JAaHHOM aHaIW3e NP JAaHHOU MPOAOKUTELHOCTY HabIIone-
HUS He OblIa IPEAMKTOPOM HEeOJIaronpusTHOrO UCXOAA.

Obcyxnenue. CoriacHoO pesysibraTaM MHOTOYMCICHHBIX
WCCIIEIOBAHNIA, TIPOBEIEHHBIX B TTOCIEIHIE ASCATUICTHS, Cy-
MIECTBYIOT HEKOTOPbIE Pa3INIUs MEXIy STUIEeMUOIOTHYe-
CKUMWU, NeMOoTpadUIecKuMU, TeHETUIeCKUMU, KITUHUIECKU -
MU U COLUMATBHO-IKOHOMUYECKUMU (haKTOpamMu y OOJIbHBIX
CKB ¢ pa3Hoii pacoBOil U 3THUYECKON MPUHAMIEKHOCTHIO
[15—-17].

B psine paGot mpuBomsTCS yOenUTeIbHBIE TaHHBIE O XyI-
meil BokMBaemMoctu mnanueHToB ¢ CKB B pa3zBuBaromiuxcs
CTpaHax, YTO CBSI3AHO C HEMOCTATOYHBIM 00pa30oBaTEIbHBIM
YPOBHEM HaceJeHUsI, OTKa30M OT PEKOMEHIyeMOil Teparuw,
HU3KUM YPOBHEM MeIMLMHCKOM moMoiuu [18—20]. Hampumep,
B appoaMeprKaHCKO MOMYISILNHU, 10 CPABHEHUIO C KaBKa30M-
laMM, oTMedaeTcs B 3 pa3a 6osibiias pacnpoctpaHeHHocTh CKB
¢ pazBuTHEeM 3a00sieBaHMSs B O0Jiee paHHEM BO3PACTe U BHICOKOI
cMepTHOCTBIO [21—-25]. CortacHO ApyromMy McciaeaoBaHMIO, ad-
poamepukaHckue nanueHTel ¢ CKB nMenn Beicokuii prck mnpo-
rpeccupoBanust XITH, o cpaBHeHMIO ¢ KaBKa3oMIaMu, TaK Kak
y HUX yaule BbISIBIsUICS Ouddy3HbIi nponndepaTuBHbINA I710-
MepYJIOHEeDPUT, C BBIPAKCHHON ypeMHeil, TUITOKOMIUIEMEHTe-
MUei, TPOMOOLUTONIEHUEH, peHAIbHOI aHEMUE U apTepuab-
HOIi rurepTeHsuei [26].

VY Oonblieit 4acTu MPaHCKUX TMALUEHTOB KIMHUYECKUE
nposiBieHust CKB xapaktepusoBanuch aprputoM (83,2%), KOk~
HbM cuHIpoMmoM (81,1%), 'H (66,4%) u BH (66,4%), pexxe — 1o-
paxennem LIHC (23,4%) u nerkux (21,5%), ¢ BBICOKOII UMMY-
HOJIOTUYECKOW aKTUBHOCTHIO (TIOBBIIIIEHWE YPOBHSI aHTU-
ncAHK —y 82,3%, AHA — y 86,4%). Yacrota mopaxkeHus! 1o-
YeK B MPAaHCKOU KOropte Obljla 3HAUUTEIBHO OOJIbIIIE, YEM B €B-
porieiickoii, B To BpeMs Kak ['H perucrpupoBaiuch ¢ OquHaKO-
BOIf YaCTOTOI, B CBSI3U C YEM HE UCKIIOYAJIOCh BIMSIHUE TEHETH -

Cospemennas peemamonoeus. 2020;14(1):40—48

YeCKUX U KIMMaTUIecKnx (HakTopoB Ha hOpMUPOBAHUE ITHU-
yeckoro cyoruna CKB y maHHO#1 KOropThl 001bHBIX [16].

B wucnanckom koroptHoM wuccienoBanuun RELESSER ¢
BkiroueHreM 4024 marmeHToB ¢ CKB 90% coctaBuiIn XeHII-
HBI MOJIOJIOTO Bo3pacTta (cpenHuii Bo3pact — 35,4+15,1 rona),
CO CpeIHelt ITMTEIbHOCTBIO 3a00seBanust 11,5 roma (ot 0,6 ro-
na go 19 net). B aToit koropTe Hanboee pacpocTpaHEHHBIMU
kinHndeckumu rnpossiaenusmu CKB 6sun TH (79,8%), apt-
put (77,9%), nopaxeHue KoOXu (ocTpas KOXHas BOJYaHKA Y
55,2% w xpoHUYecKast KoxHast BojyaHka y 21,0%), s13BbI 110JI0-
ctu pra (46,1%) u BH IV kiacca (32,1%). UMMyHOJIOTHYeCKIE
HapyIIeHUs B UCTIAHCKOW KOTOpTe OB OOHAPYKEHBI TOJTBKO Y
85,8% GonbHbBIX [27].

B Hamem uccienoBaHuy ¢ BKIIOYEHUEM TMALlUEHTOB MPEu-
MYLIECTBEHHO a3MaTCKOI pachl TakKe ObLIM BBISIBJIEHBI OCOOEH-
HOCTH KJIMHUKO-JTA00PAaTOPHBIX MPOSIBIIEHUI U BApUAHTOB Tede-
Husi CKB. IlpeoGiaganyu maiueHThl ¢ BBICOKON aKTUBHOCTBIO
(67%), yacto BcTpeuanoch octpoe teueHue (32%). Cpenn KIMHU-
yeckux mnposeiaeHuii CKB mpeobGiamano mopaxkeHue KOXH
(72,67%), ceposnbIx obomouek (60,67%) u ouek (52,67%). Kpo-
Me 3TOTr0, 0OJBIIMHCTBO 001bHBIX KK MMenu BbICOKYI0 UMMYHO-
JIOTUYECKYI0 aKTMBHOCTb (TMoBbIlIeHUe YpoBHS aHTU-AcHK y
93,10%, nepuunur C3- nu C4-KOMIIOHEHTOB KOMIUIEMEHTA Yy
97,18%) ¢ BBICOKOIA yacTOTOM rmo3utuBHOCTA 110 AH®D (94%).

Cpenu manreHToB ¢ CKB u3 OxHoit Kopen B ocHOBHOM
peructpupoBanuchk I'H (93%), aprput (66%) u BH (50%), ot-
Meyajach BBICOKAsI 4acTOTa MMMYHOJIOTMYECKUX HapylIEeHUt
(93%) [28].

[Manuentsr ¢ CKB u3 CeBepHoli AQpprKM, B YaCTHOCTU U3
TyHuca, ommyannch OOJbIIEH YaCTOTON pacTipOCTPaHEHHOCTH
BOJIYAHOYHOTO JepMmaruta (doroceHcubunuzanuss — y 67,6%,
CKyJ10Basi chilib — Y 68,7%), BH (49,5%) u "MMyHOJIOTUYECKUX
HapyiieHuit (44,8%), KOTOpble MIPEUMYIIECTBEHHO ObUIM Mpe/-
CTaBJICHbI aHTUTEJIaMU K Sm-aHTureHy [29].

B xpyrmHOM MHOTOIIEHTPOBOM MCCJIETOBAHUH, TIPOBEICH-
HoM B KaHaze, y 6osiblIMHCTBA adpOKapUOCKUX MAIMEHTOB U
BeIxoAleB u3 Asuu BoisBieH BH. [lauuentsl u3 Azuu Obuiu
MOJIOXE, UMeIN BbICOKYI0 akTuBHOCTL CKB, uto TpedoBaso
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nnuTeabHo Tepanuu 13 u nukiaodochaHom, Beaylei K pas-
putuio HII, KoTopblie HapsiLy ¢ HU3KUMU COMAIBHBIMU JOX0-
JaMu ObLTA MPEeIUKTOpaMu HeOJaronpusTHOTO ucxoaa 3abo-
neBanus [17].

M3BecTHO, uTO BO3pacT nedrwoTa u mmreabHocts CKB oka-
3bIBAIOT CYyIlIECTBeHHOE BiausiHME Ha pasButue HII u yacroty
pasnuuHbIX ocioxHeHuit [30, 31]. B Hamem wucciegoBaHuU
nnutebHocTh CKB (0T MOMeHTa MOosIBICHUS TIEPBBIX CUMITTO-
MOB) HAIpSIMYIO BIIUsUIa Ha BEPOSITHOCTb Bo3HUKHOBeHUsT HIT,
CBSI3aHHBIX KaK C caMUM 3a00JIeBaHUEM, TaK U ¢ TIPOBOIUMOIA
Tepanueil. Tak, Bo Bpemsl TiepBoro Busuta mmmreabHoct CKB
Obl1a HeBesuKa (0koJj1o 3 siet) u HIT 6butn oOHapyKeHbI JIUIIb y
15,33% GonbHbIX. Yallle BcTpeyananch MU3BMEHEHUS, 00YCIOBIICH-
Hele ipueMoM 'K (43,48%), HECKOIBKO pexe — MOopakeHueM
opranos abixanus (30,43%) u IHTHC (26,09%).

Kak u3BecTtHO, BeIcOKUI pucK pa3putust HI1 Ha done mipu-
eMa 'K MoxeT OBITh CBA3aH KakK C JUIMTEIbHOCTBIO MX IIPUMEHE-
HUS, TaK U C KyMYJISITUBHOM n030i#i [32, 33]. [Ipumenenue 13 B
no3e >7,5 Mr/cyT 3HaYUTEJIbHO MOBBIIIACT PUCK PA3BUTUS CTE-
POUAHON KaTapakThl [oTHOCcUTENbHBIN pucK (OP) 2,41; p<0,05],
ocreornoporrueckux nepeaoMon (OP 2,16; p<0,05) u cepueuHo-
cocynucThix moBpexaeHuit (OP 1,54; p<0,05) mo cpaBHEHUIO C
MEHbIIIe 1o3upoBKoii [34]. B Hailem ucciaenoBaHuu HebJ1aro-
MPUSTHBIE pPeaKklMu, OOYCIOBJIEHHBIE IMTEIbHBIM MPUEMOM
I'K, B 50% ciy4aeB ObLIM MpeacTaBIeHbl M3MEHEHUSIMU CO CTO-
POHBI KOCTHO-MBIIIIEYHOM CUCTEMBI B BUJIE aCENTUIECKOTO HEK-
po3a roJIoBoK OepeHHbIX KocTeit (20%) 1 CTepOUIHOI CITOHIAN-
nonaruu (30%), pexe IMarHOCTUPOBAIUCH CTEPOUIHAS KaTapa-

kTa (30%) u crepoumHbiii nuadet (20%). OmHaKo TTPOBOIMMAsT
tepanus 'K B KK 601bHbIX HE ObUIa MPEAMKTOPOM OpPTaHHBIX
nopexaeHuit (OP 0,91; p>0,05).

IIpenukropamu pa3sutust HOBeIX HII, 1o JaHHBIM HEKOTO-
PBIX KOTOPTHBIX MCCJICIOBAaHWI, SIBJSIOTCS CTApIIMii BO3pacT
nauueHToB B ne00Te CKB, BhICOKasi akTMUBHOCTb, BOBJIEUEHUE
noyek ¥ LIHC, mmrensHoe npumeHenue LIP. Onu yaiie Bo3-
HMKAIOT B appoaMepUKaHCKOM TOMYJISIINY, YeM B €BPOITEICKOi
[35—39]. B npyrux ucciaenoBaHusX 3TU pa3IuuMsl OJHU aBTOPbI
CBSI3BIBAIOT C BIMSIHUEM TeHETUICCKUX M KITMMaTUIECKUX (pak-
TOPOB, JAPYrue — B OOJIbIIEH Mepe ¢ HU3KMMHU COLIMATbHO-3KO0-
HOMMYECKHUMU YCJIIOBUSIMU, B MEHBIIIEH CTEIIEHU — C paCOBOM 1
9THUYECKOI MpUHAaIIexXHOCThIO [18, 19].

3akmoyenne. Takum obpaszom, nmauueHThl KK otanuanuch
HaJIM4YMeM BBICOKOI 1 OUY€Hb BBICOKOI KITMHUKO-JIa00paTOPHOIL
aktuBHOCTH (40,6 1 26,6% COOTBETCTBEHHO), MPEUMYILECTBEH-
HO octporo u nogocrporo BapuaHta TedeHuss CKB (32 u 40%
COOTBETCTBEHHO), BbIpaKEHHBIMU UMMYHOJIOTMYECKMMU Hapy-
weHusMu. B KK cpean kimaunyeckux nposisinenuii CKB mpe-
obsagaio nopaxenue Koxu (73%), ceposnbix o6osouek (61%)
u nouek (53%). HII Ha MOMEHT BKJIIOYEHUS BBLISBIEHBI Y
15,33% GombHbIX. Yallle OHM ObUTH TIPEACTABICHBI U3MEHCHMS -
MU, obycnobiaeHHbIMU TTpueMoM I'K. OmHako mpoBoauMasi Te-
panus 'K B KK 60ibHBIX He ObLIa TPEeAUKTOPOM OpraHHbIX 0~
BpeXIeHUN. 3HAUMMBIMU MPEAUMKTOPAMU HeOJIaronpusiTHOro
MCXOJla Y HAIlIUX MTAllMEeHTOB SIBJISUTMCH CTapIINii BO3pACT TMallv-
€HTOB B JIe00Te OOJIE3HM, BBICOKAsI aKTUBHOCTh, OCTPOE Tevue-
HHe 1 yacTbie obocTpeHnst CKB.
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