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Jleroynas aprepuanbHad runeprTeHsung
Yy NayMeHTOB C CUCTEMHOW KPacHOM
BONYAHKOW — pepfKkoe NposABNneHue
PenKoi 6onesHu

AB. Bonkos, H.H. Ogkuna, H0.0. Kopcakosa, W.A. AnagpnanoBa, E.A. AceeBa

Ienb uccnenoBaHMsI — OMPEAEIUTD YACTOTY, OLEHUTb BBKMBAEMOCTDb M 0XapaKTepU30BaTh KIMHUUECKYIO KAPTUHY
crcTeMHOM KpacHoi BoyaHku (CKB) mpu accoumaiiu ee ¢ JIerouHoi aprepuaibHoii runepreHsueii (JIAT).
Marepuan u Mmeroasl. [1o pe3ynbTatam axokaparorpaguueckoro CKpUMHMUHIA Mocie BepuduKanum [uarHos3a ¢ ToMo-
1LIbIO YPE3BEHO3HOM KaTeTepu3aluu cepaia BoisBieHo 8 6onbHbIX CKB ¢ JIAT. B rpyriny cpaBHeHUsI BKIIOYEHbBI
nBe KoropThl 60osbHBIX CKB, Habmopaomuxcss B ®TBHY HUUP uMm. B.A. HacoHoBoii: nepBasi — ucropuueckas,

¢ OOJIBILION ITUTELHOCTBIO HabMoneHus (n=154), BTropasi — COBpeMeHHasl, ¢ HeOOJIbIIOI JJTUTEIIBHOCTBIO 3a00-
neBanust (n=400). AHanM3UpyeMble TPYIIIbI MALIEHTOB 00CIEIOBAHBI TI0 €AUHOI CXeMe, OLIEHUBATUCH PA3TUYUsT
TPU3HAKOB U BbIXXKMBaeMoCThb. BHyTpurocnuransHas yacrora JIAI mpu CKB ouenuBanace 1o craTucTUYecKum
naHHbIM 3a riepuon ¢ 2008 mo 2017 r.

PesynbraTel. HecMoTpst Ha HEGOIBIIIOE KOMMYECTBO MALIMEHTOB B OCHOBHOI IPyTIIe, ObUIM BISIBICHBI TPU3HAKH,
cBs3aHHbIe ¢ HammuueM JIAT: mpeumyinectBeHHO XxpoHrdeckoe Teuenre CKB ¢ murensHbM epromom (6—11 jer)
Te4eHUs 3a00IeBaHUsI A0 MEPBBIX KIMHUYECKUX Tpu3HakoB JIAT'; Hanuuue cunapoma PeitHo 6e3 Kanmuuisipocko-
MUYECKUX U3MEHEeHUI, ayToaHTuTeN K Ro- n Smith-anturenam. BeokuBaemocts 6osbHbIX CKB ¢ JIAT 1 aiutenbHO
HabmonaBiuxcs nauueHToB ¢ CKB He pasznuuanack. BHyrpurocnuranbHas pacrpocrpaHeHHocTh CKB ¢ JIAT

10 IAHHBIM 3X0Kapauorpaduyeckoro ckpuHuHra cocraBuia 0,29%.

3akmouenue. JIAI — penkoe nposieneHue CKB, accounupyroliieecsi ¢ 0COOEHHOCTIMU TeYSHUST U KIIMHUYECKOM
KapTUHBI, TpU ucnoab3oBanuu JIAT -cieumnduyueckoil Tepanuu He 0Ka3bIBalollee CYIIeCTBEHHOTO BIUSHUS

Ha BBXKMBAEMOCTb.

Kimouesble ciioBa: jerouHasi aprepuaibHas TUIIEPTEH3UsI, CUCTEMHasl KpacHasl BOJTYaHKa, pekue 3a00aeBaHMs,
Ype3BEHO3HAsT KaTeTepU3alnsl Cepaila, BbKUBAEMOCTDb

Jlns marupoBanus: Boikos AB, FOnkuna HH, Kopcakosa FOO, AunpuanoBa MA, AceeBa EA. JlerouHas aprepuaib-
Hasl TUTePTEH3Ksl y MAIIMeHTOB ¢ CUCTEMHOI KpaCHOU BOJTYAHKOW — pelKoe MPOsIBIeHUe peaKoil 6onesHu. HayuHo-
npakmuyeckas peemamonocus. 2025;63(4):365—373.

PULMONARY ARTERIAL HYPERTENSION IN PATIENTS WITH SYSTEMIC LUPUS
ERYTHEMATOSUS IS A RARE MANIFESTATION OF A RARE DISEASE

Alexander V. Volkov, Natalia N. Yudkina, Yulia O. Korsakova, Irina A. Andrianova, Elena A. Aseeva

The aim of the study was to determine the frequency, assess survival, and characterize the clinical features of systemic
lupus erythematosus (SLE) in association with pulmonary arterial hypertension (PAH).

Material and methods. According to the results of echocardiographic screening, 8 patients with PAH-SLE were iden-
tified after verification of the diagnosis on a right heart catheterization. Two cohorts of patients with SLE observed
at the V.A. Nasonova Research Institute of Rheumatology were taken as a comparison group: the first is historical,
with a long follow-up period (n=154), the second is modern, with a short duration of the disease (»=400). The ana-
lyzed patient groups were examined according to a single scheme, differences in signs and survival were assessed.
The intrahospital frequency of PAH in SLE was estimated based on statistical data for the period from 2008 to 2017.
Results. Despite the small number of patients in the main group, signs associated with the presence of PAH were
identified: predominantly chronic course of SLE, with a long period (6—11 years) the course of the disease before
the first clinical signs of PAH, the presence of Raynaud’s syndrome without capillaroscopic changes, Ro- and Smith-
autoantibodies. The survival rate of patients with PAH-SLE and the long-term observed SLE cohort did not differ.
The in-hospital prevalence of SLE with echocardiographic screening was 0.29%.

Conclusion. PAH is a rare manifestation of SLE associated with the features of the course and clinical picture, which
does not significantly affect survival when using PAH-specific therapy.

Key words: pulmonary arterial hypertension, systemic lupus erythematosus, rare diseases, right heart catheterization,
survival
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JlerouHass aprepuajbHasi TUIEPTEH3US Horo BapuaHTa [1]. B amepukaHCKOM perucrpe

(JIAT), accouumpoBaHHasi ¢ MMMYHOBOCIIAIN-
TeJIbHBIMU PEBMATUYECKUMU 3200JI€eBaHUSIMU
(MBP3), aBnseTcss BTopoii 1Mo yactote (hopmMoit
JIAT mocne wWaMonmaTUYecKOro/HacaeaCTBeH-
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REVEAL 6onbusie UBP3 ¢ JIAT cocraBasiior
npumMepHo 34%, OCHOBHasI 10JIs TAKUX MallMeH-
TOB MPUXOAUTCS HA CUCTEMHYIO CKJIEPOAECPMUIO
(CC) — 21%, a cucreMHasi KpacHasi BOJUYaHKa
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(CKB) 3aHmMaeT BTOpoe Io 4yacToTe Mecto — 5,8% [2]. AHa-
JIOTUYHbBIE pe3yJbTaThl MoJyyeHbl U B EBpormelickoM peru-
ctpe COMPERA, rne 6onbubie CKB ¢ JIAT cocrasisior 5,6%
ot Bceii rpynmisl UBP3 ¢ JIAT [3].

CKB — cucremHOe ayTOMMMYHHOE peBMaTHYeCKOe 3a-
0oJieBaHUWE HEW3BECTHOM JTUOJIOTMH, XapaKTepu3ylollee-
Csl TUTIEPITPOIYKIIMEI OpraHOHECTIEIM(UIECKUX ayTOAaHTUTEN
K DPa3jIMYHBIM KOMIIOHEHTAaM KJIETOYHOTO Siipa W Pa3BUTH-
€M MMMYHOBOCTIAJIMTEIBHOTO TTOBPEXICHWSI BHYTPEHHUX Op-
raHoB [4, 5]. CKB 10 HacTosIero BpeMeHU OCTaeTCsl OMHUM
M3 CaMbIX CJIOXHBIX 3a00JIeBaHUIT; MHOTOTPAHHOCTb KJIMHUYE-
CKOI KapTUHBI, MHOTOJIMKOCTb W HETIPEICKA3yeMOCTh TCUCHUST
XOPOIIIO U3BECTHBI PEBMATOJIOraM U TeparieBTam [6].

JIAT aBnsercs penkum nposiieHuem CKB, pacnipocrpa-
HEHHOCTb KOTOPOTO CYIIECTBEHHO Pa3IMYaeTcsl B 3aBUCUMO-
CTH OT T10JIa, BO3pacTa, peTMoHa, roia IyoIuKaluu, UCCIIeaye-
MO rpyMIibl O0JbHBIX, MPOMUIIST UCCAENOBATENBCKOTO LIEHTPA
U MeToJa JUMarHocTuku [7]. B eBpomneiickoil momyasiuuu 4a-
crora CKB ¢ JIAT cocrasnsieT meHee 4%, Korga JMarHOCTHKA
OCHOBaHa Ha 30JI0TOM CTaHIapTe, a UMEHHO Ha YPe3BEHO3HOM
karerepusanuu cepaia (YBKC) [8, 9]. B To xe Bpems B 1po-
rpamMax ckpuHuHra JIAT Ha ocHOBe axoKkapauorpaduu B pam-
KaxX OJHOMOMEHTHOTO aHajin3a, MPOBEIEHHOTO B ABYX KOTOp-
Tax cpenu 152 u 245 mammentoB ¢ CKB, He 6b1710 06GHapyKeHO
HM omHOTO HOBOTO citydast CKB ¢ JIAT [10, 11].

[loBbIlIeHHOE MaBJIeHHE B COCyTaxX MajJioro Kpyra Kpo-
BooOpaleHus y nanueHToB ¢ CKB MoxkeT ObITh 00ycCioBe-
HO MHOXXECTBOM MEXaHHW3MOB, TaKUX KakK, HallpuMep, TUTTOK-
CHSl BCIICACTBHEC WHTEPCTULIMAIBHOTO 3a00JIeBaHUS JIETKUX
(M3J1), nerouHast BeHO3Hasl TUIEPTEH3UsI KaK pe3yjabTaT Mo-
paxkeHusl JIEBBbIX OTIEJOB cepilia, TPOMOOIMOOJINS JIETOUHOM
apTepuM KakK TMposiBIeHHe aHTU(MOCHOTUTIMIHOTO CHHAPO-
Ma M TsoKesas hopMma JIeTOYHOM BEHOOKKITFO3MOHHOM 6oJe3-
HU HEU3BECTHOU 3THojoruu. BerkuBaemoctb 00bHBIX CKB
¢ JIAT ocraercst yMepeHHO CHUXKEHHOI, Kak 1 ripu Bcex UBP3.
ITo manubiM peructpa REVEAL, ogHOJIETHSIS BBIXKMBAEMOCTD
cocraBuwia 94% [2], B Espomeiickom peructpe COMPERA
1-, 3- 1 5-JIeTHSIS1 BBDKMBAEMOCTh COCTaBUJIa COOTBETCTBEHHO
97%,77% v 61% [3].

Hexkoropsie kmnanueckue nposiaeHust CKB 1 umMmMmyHo-
JIOTMYECKUE HapYIICHUS ObLTA MACHTU(MUIIMPOBAHBI KaK TIpe-
nukTopbl JIAIT B HaO/MogaTeIbHBIX KOTOPTHBIX MCCIIeTOBaHM-
sx. @eHomeH PeitHo, akTHBHOE 3a60yIeBaHKe MOYEK, KOXKHBIC
BAaCKyJUTHBIE TIPOSIBJICHUS, TTO3UTUBHOCTb II0 aHTUTEJIaM
K U1-puboHyKI€ONpOoTenHY U aHTU(POCHOTUITUIHBIM aHTUTE-
JIaM, KaK CUMTaeT Psil aBTOPOB, aCCOIIMUPOBAHBI C Pa3BUTHEM
JIAT [12—14]. Pa3paboTka CKPUMHUHIOBOIO M IPOTHOCTUYEC-
CKOTO0 aJITOPMTMa MMEET pelllatoliee 3HaueHUe 7151 BBISIBICHUS
MMaIlMEHTOB, KOTOPBIM CJIEAYeT MPOUTH KIMHWUYSCKUI U WH-
CTpYMEHTaIbHbIN CKPpUHUHT Ha JIAT (aHaJOrMYHO aNropuTt-
My OBHAPYXEHWE nns CCI), a Takxke sl ONTUMU3U-
pPOBaHHOTO MOHUTOPMHIA U CTpaTUdUKALUU 3a00JIeBaHUS.
Tem He MeHee, B HAcTOSIIIIEE BPeMs OTCYTCTBYIOT CTaHAAPTU3M -
pOBaHHBIC TMATHOCTUYCCKIUE U TePATIEBTUUECKUE MIPOTOKOJIBI,
YTO JeJIaeT 3TO PEIKOe IMPOSIBJICHNE HACTOSIIe MpooieMoit
IIJIs1 Bpaya-peBMaToJiora.

B 2017 1. 6p1a cozmana ERN ReCONNET (European
Reference Network on Rare and Complex Connective Tissue
and Musculoskeletal Diseases) — EBpormeiickas crnpaBoy-
Hasl ceThb O 3a00JeBaHMSIX COEAVMHUTEIbHONW TKAHU W OIOp-
HO-JIBUTATEILHOTO  arlliapaTta, pa3paboTaHHasi C  IEJIbIo
YIy4IIeHUS BeACHYS TTALIMEHTOB C PeIKUMM 3a00JIeBAHUSIMU CO-
eqnHuTeIbHOM TKaHu, BToM unciie c CKB[15]. CyiiecTByioniue
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KIMHUYECKNE PEKOMEHIALIMM COCPEIOTOYEHBI MPEeUMYIIECT-
BEHHO Ha OOIIMX IMPOSBICHUSAX U HauboJiee YacTo BCTpeyaro-
IIMXCSl BapUaHTaX MOpakeHUsl OpraHOB U TKaHeil. B HacTosi-
mee Bpems mig CKB kinaccuduimpoBaHo 1o KpaitHeil mepe
24 penkux MpOsIBJIEHMSI 32a00JIeBAaHUSI, B YMCIIO KOTOPBIX BXOTUT
u JIAT [16].

Hama pa6ora cinenyet neBusy ERN ReCONNET «rare
inside rare» («pelKue cpeau peaKux»), 0003HavawIlIeMy YHU-
KaJbHBIC PEBMATOJOTUYCCKUE COCTOSTHUSI, TIOCKOJIBKY OIHOIM
13 KOHKpeTHBIX 3ana4 ERN sBnsgeTcst pacripocrpaHeHue 3Ha-
HUI ¥ CTUMYJIMPOBaHME MCCIIEIOBAHMI PelKUX 3a00IeBaHUI
U WX PEOKUX MPOSIBICHUI, KOTOpPbIe MOIYT OBbITh YMyIIEHbI
W3 BUIY Y OKa3aTh HETaTUBHOE BJIMSIHUE HA MCXOIBI U TTPOTHO3.
HecMmoTpst Ha Majioe KOJIMYECTBO TAKMX HAOIIONEHMI, 3TO T10-
OyIMIIO HAC U3YYUTH U TIPEICTABUTH «PEBMATOJIOTMUECKIE» ac-
nekTel 6onbHbIX CKB ¢ JIAI, noarBepxxnenHoit YBKC, Ha-
omonaembix B PI'BHY HUMP um. B.A. HacoHoBoii, a Takxke
cpaBHUTH UX ¢ 60apHBIMU CKB 6e3 JIAT.

Ileap maHHOTO WCCEIOBaHUS — OIPEICIUTh YacTOTY,
OLIEHUTh BBDKMBAEMOCTb M OXapaKTepU30BaTh KIMHUYECKYIO
KapTUHY CUCTEeMHOI KpacHOI BOJYAHKM MPU €€ acCoLMaliu
C JISTOYHOM apTepUAIbLHOU TUIIEPTEH3UEIH.

MaTtepuan u metoabl

B uccrenoBaHue BKIIOYAJIMCh MAlMEHTBI, TOCIUTAIM-
supoBanHble B PI'BHY HUUWP um. B.A. Haconosoii B 2009—
2018 rr., ¢ monTBepXaeHHBIM muarHozoM CKB, a Takxke
¢ HanumuueM pe3ynbratoB UBKC, Bepudunmpyroniux JIAT, co-
IIACHO TeKYILIUM peKoMeHaauusim [17, 18].

CKpUHMHT Ha JierouyHywo runepreHsuto (JII) mposo-
muncs Bcem mammeHTam ¢ CKB, mocrymaBmiMM B TaHHBIM
BpEMEHHOU Tepuon (B TOM YHUCjIe TMOBTOPHO), B H0OaBJICHUE
K 0043aTeIbHOMY 3XOKapauorpapuyeckomMy o00cIe10BaHuIO,
Ha3HayaeMOMYy [UISI BBISIBJICHUSI TIEPUKApAMTA U TOPaKEHUS
knarnaHoB. [lpu omnpenenenun pucka JII' yuutbiBaauch CKO-
POCTh TPUKYCITUIATBHOM peryprutaliii M HaJIMurie KOCBEHHBIX
npuszHakoB JII'. bonbHbie ¢ mogo3penuem Ha JII' HanpaBisuiich
Ha YBKC; Takxxe npoBoauiach auddepeHimaibHas 1uarHo-
cruka JIAT ¢ tenbio uckinoueHus nmpuHamiexkHocty JIT' K rpyr-
nam 2, 3 u 4: komnsrotepHasi Tomorpadust (KT) opraHoB rpynHoit
KJIETKU, B TOM YHUCJIe ¢ KOHTPACTUPOBAHUEM U OIpeaeIEHUEM
KOPOHApHOI KaJabluduKamu, mephy3noHHasT CUUHTUTPApUS
JIETKHX, TYTUIEKCHOE CKAaHUPOBAHWE apTepuil M BeH [UTST OLIEHKU
BBIPAXKEHHOCTU aTepOCKIepo3a W HaJIM4Msl TPOMOO30B, Koary-
JIorpaMma, ornpezaesieHue aHTUMOCHOTUITUIHBIX AHTUTEJT.

Kputepun BKIIIOUeHUS B MCCIEIOBAaHME:

1. Bospacrt crapiue 18 jer.

2. Hanuuue nocrosepHoro auarHo3za CKB mo oGHOB-
JIECHHBIM KpUTEepUsIM AMEPUKAHCKOI KOJJIETMU PEBMATOJIOTOB
(ACR, American College of Rheumatology) 1997 r.

3. Bepudukamua nuarnosa JIAI mpu UBKC: cpennee
JIaBJIeHWe B JIETOYHOI apTepuu >25 MM pT. CT. B COCTOSIHUU
MOKOS1; NaBjeHWe 3aKJIMHUBaHUS JieroyHoit aprepuu (PAWP,
pulmonary artery wedge pressure) <15 MM pT. CT.; JIerOYHOE
cocynucrtoe conporusieHue > 240 nuH. ¢. cM~ (3 eaUMHULIBI
Byna).

4. TloanucaHHoe MH(MOPMUPOBAHHOE COTJIacHe ISl yda-
CTHUS B UCCJIEIOBAHUU.

Kputepuu uckioueHus: 3 UCclea0oBaHUS:

1. TManueHTsl ¢ mepekpécTHbIMU hopmamu M BP3.

2. Hammuwme W 3J1, monteepxknenHoe KT opraHoB rpyn-
HOW KJIETKU.

HayyHo-npakTtuyeckas pesmaronorns. 2025;63(4):365-373
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Tabnuya 1. 061as xapakTepucTuka UccaegyembiX rpynn nayneHToB ¢ CUCTEMHON KPACHOW BOMYAHKOU

Mpu3naku CKB ¢ JIAT (n=8) CKB, 2003 r. (n=154)  CKB, 2023 r. (n=400)
loabl HabnoaeHMs 2008-2019 1982-2001 2013-2020

Bospact Ha MOMEHT BKJTH04eHUS B UccnepoBaHue (net), Mo 32,8+7,0 41,1+13,1 34,2+11,5

Mon (xeH.), n (%) 8 (100) 142 (92) 363 (91)

Bospact Ha momeHT Haqana CKB (net), M+o 22,1+8,5 25,7+10,5 25,8+11,0

Bospact Ha MOMEHT ycTaHoBneHUs auarHosa J1Al (net), Mo 32,6+7,1 - -

OnutenbHocTe CKB ao momenTa yctaHosnenus JAT (mec.), Mo 130+52 - -

OnutenbHocTe CKB o nepsbix cumntomos JIAT (mec.), Mo 108+58 - -

OnutenbHocTe CKB OT nepBbix CMNTOMOB [0 OKOHYaHUS UCCNEL0BAHMS (NET), 18 [15: 24]* 15,24107 6 [3; 12]

Me [25-11; 75-1 nepueHTuu]

Tpumeyanne: CKB — cuctemHas kpacHas Bonyarka, JIAI — nerouHas aptepuanbHas runepreHsus,; * — p<0,05

3. Hanuuue mpu3HAKOB MTOpaXKeHUs JIEBOTO XKeJIyaouKa,
cBsi3aHHOe Kak ¢ CKB (Mrokapaut, maHKapaWT), TakK U C cep-
JIEIHO-COCYAUCTON KOMOPOUITHOCTHIO.

4. Hannuue BEeHO-OKKIIO3MOHHOM 00JIE3HU JIETKUX.

5. Hanuuue j1100bIX MpU3HAKOB aHTUHOCHOIUTTUIHOTO
CUHIpoOMa (CEPOJIOTUYECKUX U KIMHUYECKMX), a TAKXKe aHaM-
HECTUYECKUX JaHHBIX O TPOMOOIMOOINYECKUX OCTOXKHEHHUSIX.

[To pe3ynbraTaM CKpMHMHIA B UCCIEIYEMYIO TPYIIITY BO-
i 8 6onbHbIXx CKB ¢ JIAT XXeHcKOro 1oJjia, COOTBETCTBY-
OIIUX KPUTepUsIM BKIIOUEHMS U MCKIOUeHMs1. B mporiecce
Habopa TMalMeHTOB BBISIBISUINCH W Apyrue BapuaHTthl JII': ne-
BOXKEJIYIOUYKOBasi, aCCOLIMMPOBAHHAS C TTOPaK€HUEM JIETKUX
U XpoHuyeckass Tpomboamobosnnueckast JII, — HoO, corimacHo
LIeJIA MCCIIeIOBAHMS, OHU BKJTIOUEHBI He ObuTH (puc. 1).

[TpoBoauiocy oOUIENMPUHATOE KIUHUYECKOe, Jabo-
patopHOoe W WHCTPYMEHTaJbHOE OOC/IeNOBaHWE C MCIIOJb-
30BaHUEM CTaHAapTHLIX MeTonoB. AkTuBHOCTH CKB orre-
HUBajaCb HA MOMEHT TOCTYIUICHUSI B KJIMHUKY C IMOMOIIbBIO
uHaekca SLEDAI-2K (Systemic Lupus Erythematosus Disease
Activity Index 2000). OueHka HeoOpaTUMBIX TOBPEXICHUM
OpraHoB MPOBOAWIACH MPU TMOMOIIM MHACKCA MOBPEKIACHUS
(MIT) SLICC (Systemic Lupus International Collaborating
Clinics)/ACR. YpoBeHb aHTHMHYKJIeapHOro ¢akrtopa (AH®D)
OTpeNe/IsIIA METOAOM HENpSIMOM peakIuyd UMMYHODITI00-
peCLIeHIMHM ¢ MCIIOJIb30BaHMEM KOMMEPUECKOTro Habopa pea-

CKB CKB 6e3 JIIr
2069 2 047
— (B:KB c NAT
— ?oKB ¢ A®C u XTI
o ?KB ocTpas ¢ Nr-NX
1CKB ¢ nr-nan

CKBc Il
22

Puc. 1. PacripesieneHne nayneHToB 1o pesysbiatam CKPUHUHIa v angp-
hepeHumanbHoi auarHoctnku (Sankey — auarpamma). (CKB — cuctem-
Hasi kpacHasi Bos4anka, Jil — neroqHas runepteHaus; JIAI — nero4yHas
aprepuansHas runepteHsus; AOC — aHTUGHoCHonnuaHbIN CUHAPOM;
XTI — XpoHn4eckas TpoMO0IMOOINYECKAS NIErOYHas TNMEPTEH3NS;
JIT-JIXK — neroyHasi runepteHauns, 00ycroBIeHHAs NMOPAXKEHNEM J18BbIX
0T46€/10B cepaua
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renToB (IMMCO Diagnostics, CILIA). Crienndpuueckre ayTo-
aHTUTeJa K OTIEJAbHBIM SIIEPHBIM aHTUTEHaM, BKJIIOYAs
a”tutena K nBycnupanbHoit JIHK, antutena k Smith- (Sm-),
Ro/SSA-, La/SSB-anTureHam, aHTu(oChOMUNUIHbIE aHTU-
tena, IgG/IgM antutena k kapnuonununy, 1gG/IgM anTu-
Tema K [32-rmukornporerHy | kiacca, omnpenensyii MMMYHO-
(GepMEHTHBIM METOIOM C MCITOIb30BAHUEM KOMMEPUYECKUX
HabopoB peareHToB (ORGENTEC Diagnostika, I'epmanus);
onpenensiin copepxkaHne C3- m C4-KOMIIOHEHTOB KOMILIE-
MEHTa METOJIOM UMMYHOHe(MEIOMETPUIECKOT0o aHaI13a.

J1n1s BbISIBJIEHUSI MPU3HAKOB, accoluupoBaHHbIx ¢ JIAT,
B TPYIITY CpaBHEHMSI BKIIIOUYEHBI 1B HelepeceKaroluecs Ko-
roptel naureHToB ®I'BHY HUMP um. B.A. Haconosoii. [Tep-
Basg — «ucTOpuYecKas», Habmoaasmascgd ¢ 1982 mo 2001 r.
n obcrenoBanHast B iepuon ¢ 1997 mo 2001 1., ¢ mauTeIbHBIM
repuoaoM HabmoaeHus. [lalMeHThl COOTBETCTBOBAIM THAT-
HoctuyeckuM KputepusiMm ACR 1982 r. [19], B koropTy ObL1n
BKJIIOUYEHBI MalueHThl (154 yenoBeka), MOXUBILIKME 10 MOMEH-
Ta Havyasa ucciaenoBanus (1997 r.); ymepiiue B mpeaiecTBylo-
LU TIEpUOJ He YYNUTHIBAIUCH. BTopast — coBpeMeHHasl, OTO-
opanHas B nepuoa ¢ 2013 mo 2020 r., ¢ HEOOJBIIUM CPOKOM
HaOJTIOIeHNSI; IUArHO3 ObLT BepUMULIMPOBAH COMIACHO KJlac-
cudukanmoHHbIM Kputepusim SLICC 2012 r. [20]. O61as xa-
paKTepUCTUKAa MalMEeHTOB IpecTaBIcHa B Tabnulie 1.

Ouenka BHyTpurocnuraibHoi yactothl JIAT npu CKB
MPOBOAMJIACH T10 €XEroJHbIM CTaTUCTUYECKUM OTYeTaM
®I'bBHY HUUWP um. B.A. HacoHoBoli ¢ KogamM aMarHosa
M.32.1 u M32.8. 3a nepuon ¢ 2008 o 2017 r. (10 ner).

CTaTUCTUYECKUE METOAbI

PesynbraThl mpencTaBieHBl KaK MeauaHa ¢ MeXKBap-
TWIBbHBIM pa3maxoM (Me [25-ii; 75-i1 mepueHTUIn]), a TakxkKe
KaK CPeIHSSI CO CTAaHAAPTHBIM OTKJIOHeHueM (M=*o). ['pynmo-
BbIE PA3TNYUsSI CPAaBHUBAINCH ¢ oMolbio U-kputepust MaH-
Ha — YWUTHU W B TabJaWIAX COMPSIKEHHOCTU C TOTPABKOM
Ha MaJible BbIOOpKU. BbIKMBaeMOCTb OlieHMBaJlach IO METO-
ny Kannana — Maiiepa. Paznuumst cauTaaiuch CTaTUCTUYECKU
3HaYuMbIMU Tipu p<0,05.

Wccnenosanue omodpeHo Ha 3acenaHuu Komwute-
ta o atuke npu OGIBHY HUUP um. B.A. Haconosoit
Ne 5 ot 09.02.2012. Bce yyacTHUKM MCCIeTOBAHUS TTONITHCA-
nu mHopMupoBaHHbIe cornacus. MccienoBaHue MpoOBOIU-
JIOCh B paMKax (pyHIaMEHTalbHBIX HayYHBIX TeM «HHOBaIuM-
OHHbIE TEXHOJIOTUY B IMaTHOCTUKE U JICYEHUU PEBMATUYECKUX
3a00s1eBaHMi B3pocibIx U aeteit» (2009—2014 rr.) u «Pa3pabdor-
Ka KOHIIeTIIIUY TMePCOHATM3UPOBAHHON MEIUIIMHBI Ha OCHOBE
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MHHOBAaLMOHHBIX TEXHOJOTUI IMAarHOCTUKY, JIEYEHUS U TIPO-
(bUIaKTMKM ayTOMMMYHHBIX DPEBMATMYECKMX 3a00JeBaHUIl»
(2015-2019 rr.).

PesynbTarsl

Menuana Bospacta 601bHBIX CKB ¢ JIAI' Ha MOMEHT
BKJIIOUEHUST B ucclenoBaHue (ycraHoBieHue auarHosa JIAT
npu YBKC) cocraBuna 30,5 [28,5; 34,5] ner, Bce malueH-
Thl OBUIM XEHCKOTo Toyia. Y Tpoux 3abojieBaHUE HayaloCh
1o 20 neT, y octaabHbIX — B niepuof oT 21 mo 38 ner. Meaua-
Ha JUIMTEIbHOCTU HAOIIOAEHNUSI C MOMEHTA ITEPBBIX CUMIITOMOB
CKB cocraBuia 6omee 18 et (ot 13 1o 27 ner).

Jebior 3abojeBaHus y Gojibliieil yacTu 60abHbIX (75%)
HOCWJI XPOHWYECKUII XapakTep (Yallie BCero ¢ apTpuTa/ap-
TPITHUii) C IOCTEIEHHBIM IPUCOEIMHEHUEM KOHCTUTYLIM-
OHAJIBHBIX HApYILIEHUI (JIMXopamka, IOTeps Beca), KOXKHBIX
U3MEHEHUI, PacTIpOCTPAaHEHHOTO MOPaKeHUs CYyCTaBOB C TIO-
CTETICHHBIM TIPUCOEINHEHNEM W3MEHEHUI CO CTOPOHBI BHY-
TPEHHUX OpPraHoB (Tadu. 2). Y 2 maluueHToK ObLIO MOJ0CTPOE

MO Havyajlay TeYeHUe C MOJMCUHIPOMHON KIMHUYECKOU Kap-
TuHOM. [TopaxkeHue Koxu B Ae6i0Te 3a00€BaHUSI UMEJIO Me-
cTo B 2 ciyyasx. UMMyHoJOrn4eckue HapylieHUs! BbISIBIIS-
JIMCh Y BCeX Ha HayalbHbIX 3Tamnax oosne3Hu. duarHoz CKB
y MaIMeHTOB C MTOJIOCTPBIM TeUEHUEM ObLIT YCTAaHOBJIEH B Teue-
HUE TEePBBIX MecsleB 3a001eBaHUS, C XPOHUYECKUM — OT I10-
Jyrofa a0 Heckojbkux JieT. JIAI' He Oblia AmarHoCTMpOBaHa
B HcOroTe 3a00eBaHUS HU B OJHOM cllydae. MenuaHa -
teabHOCcTH CKB 1m0 MomeHnTa Bepudukanuu JIAI coctaBuia
110 [76; 134] mecsitieB.

CaMmbIMU YacTeIMU TIposiBieHUsiMM Yy GoibHBIX CKB
¢ JIAT ObLu Tuxopazka, rnmopaxkeHue KoxXu u apTput (Tadir. 2).
Y noJIoBUHBI MAlMEHTOB JMXOpaaka Oblia OJHUM U3 MEePBBIX
nposiBjieHuit 3abosieBaHus. [TopakeHue KOXu y O60JblIeit ya-
¢ty nanueHToB (75%) BBISIBISIIOCH B OCTpoii (hase 3a6oseBa-
HUS TI0 TUITY BBICBIMAHUM Ha CKYJOBBIX 00JacTsIX, (HOTOCEH-
CUOMIM3ALMKU M MaKyJIONaIyJiJIe3HOM ChINU. XPOHUYECKOe
nopaxeHre KOXH B BUAE ATUCKOUIHBIX 04aroB OMpPeae/sioch
y 3 ManueHToB, y 1 MalueHTKN HOCUIIO PacIipOCTpaHEHHBIN Xa-
pakTep ¢ TOPIMUIHOCTHIO K MPOBOAMMOIN Teparuu. Y 3Tou ke

Tabnnya 2. XapaktepucTuka nposBAeHUI CUCTEMHO KPACHOM BOJTYaHKU 3a BECH Mepuos 60163HN

Mpu3Haku CKB ¢ JIAT (n=8) CKB (n=154) CKB (n=400)
Xapakrep Te4eHus CKB no Hayany 3a6onesanns (no B.A. HacoHoBoit)

— 0CTpoe 0 19 (12) 105 (26)

— nojocTpoe 2 (25) 60 (39) 106 (26)

— XpOHUYecKoe 6 (75) 75 (49) 189 (48)
Jnxopagka, n (%) 6 (75) 26 (16,9) 52 (13)
OcTpoe, akTUBHOE MOPaXKeHNe KOXn 6 (75) 109 (70,8) 244 (61)
XPOHMYECKOE NOpaXeHNe KOXm 3(38) 76 (49,4) 107 (48)
Hepy6uosas anoneuus 1(13) 22 (14,3) 50 (13)
f13BbI CNIM3NCTBIX 060/104€K 4 (50) 50 (32,5) 132 (33)
ApTput 7 (88) 100 (69) 352 (88)
Cepoaut 4 (50) 83 (53,9) 155 (39)
MopaxeHune no4ek 5 (63) 83 (59) 192 (48)
Heponcuxuyeckne HapyLleHus 1(13) 22 (14,3) 52 (15)
[emonuTnyeckas aHemus 2 (25) 30 (20,4) 40 (10)
JleiikoneHus 4 (50) 44 (30) 157 (39)
TpombouuToneHus 5 (63) 43 (27,9) 114 (28)
AHTUALEPHbIE aHTUTENa 8 (100) - 400 (100)
AnTtutena k JHK 6 (75) - 400 (100)
AnTuTena Kk Smith 4 (50)* - 37(9)
AHTUTENA K KapANONNMNHY 0(0) - 36 (24)
Hu3kuii ypoBeHb KOMNeMeHTa 5 (63) - 168 (42)
Antutena K Ro 4 (50)* - 54 (14)
AuTuTena K La 3 (38) - 26 (7)
PO 1(13) - 19 (5)
A®C 0 4(2,6) 48 (12)
CLu 2 (25) - 44 (11)
Cuuppom PeitHo 4 (50)* 32 (20,8) 64 (16)
SLEDAI-2K, M+g 9,646,5 9,1£9,0 9,4+8,1
M (SLICC), Mo 3,0£2,1% 2,542,2 1,6+1,2
M (SLICC)>1 8 (100)* - 223 (56)
BepemenHoCTVM B npoLecce HabnoLeHus 1(13) - 38 (11)

lpnmeyanne: faHHbIe MPeACTaBeHbl Kak n (%), ecin He ykasaHo nxave, CKB — cuctemHas KpacHas Bonyanka, JIAI — nero4Has aptepuanbHas runepteHsus; PO — pesmaro-
uaHbii goaktop; A®C — aHtnghocghonnnngrbivi curgpom,; CLL — cuHgpom LLerpena; SLEDAI-2K — Systemic Lupus Erythematosus Disease Activity Index 2000; VI - nHaekc

nospexzenns; SLICC — Systemic Lupus International Collaborating Clinics; * — p<0,05
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MaIMEeHTKN UMeJia MeCTO HepyOI1ioBast ajtonerust. S13Bbl CIu3n-
CTBIX ObLIM OTMEUYEHBI B aHAMHE3€ B MIePBbIe TOJIbI 3a00JIeBaHMS
Y MOJIOBUHBI MALIUEHTOB U HA MOMEHT BKJIIOYEHUSI B UCCIIE0-
BaHUSI HE PELIUIMBUPOBAIH.

[TopaxeHue cycTtaBoB B BUJe HECTOMKOTO apTpUTa Mej-
KHUX CyCTaBOB KUCTEIi B TIepBbIe TOJbI 00JIE3HU UMeNIoch Y 88%
MalyeHToB (Tab. 2), B OMHOM CJIydyae OHO MMEJIO 3aTSDKHOM Xa-
paktep (6osee 10 j1eT) u ompenensioch HA MOMEHT BKITIOUEHMST
B MICCJIEIOBAHNE, OMTHAKO TIPU 3TOM OTCYTCTBOBAJN 9PO3UBHbBIE
W3MEHEHUsI U He OTIPeesisyICsl peBMAaTOUIHBIN (hakTop.

IMopaxeHue cepo3HbIX 000J104eK 0OHApykeHO Y 50% ma-
IIMEHTOB, TIPEUMYIIECTBEHHO B BUIE TJICBPUTA, B OMHOM CITy-
yae — acernTUYeCKOro MepUTOHUTA; TPAKTOBATh MIPUYMHY BbI-
MoTa B TiepUKap/e He TPeACTaBISIOCh BO3MOXKHBIM.

BonuaHouHBI r1oMepyToHEPUT B TeUEHHE TIEPBBIX JIET
3a00JIeBaHUSI IUAarHOCTUPOBAH Y OMHOM MallMeHTKU, Y OCTalb-
HBIX OH pa3BUBAJICSI B IEPUOIbI 000CTPEeHMIA. Y 4 OOJIbHBIX IJ10-
MepyJIOHedPUT MPOSIBISIICS MOYEBBIM, Y | MAllMEHTKN — He-
(GpOoTUUYECKNM CUHIPOMOM, BO BCEX ClIydasix — 03 HapyIlIeHUs
a30TBBIISIUTENBHON (DYHKIIMM TTOYeK. Y 2 TMAlMeHTOK, B TOM
yucie y OONMbHOIM ¢ HePPOTHMUECKUM CHHIPOMOM, TJIOMEpY-
JIOHE(PUT HOCWII PEIUAUBUPYIONINI XapaKTep, Y OCTAIbHBIX
Ha MOMEHT BKJIIOYEHMSI B WCCIIe[IOBaHWE OBbUT B PEMUCCUU
Ha (oHe MMMYHOCYIpecCUBHOI Tepamuu. Heiiporcuxude-
CKUe HapylleHUsI UMeJUCh Y | MalMeHTKU — OHU Pa3BUIINCH
Ha (poHe peMHUCCHUM U TTOIEPKMBAIOIIEH Teparuy B BUIE IICH-
X032 U KOTHUTUBHBIX PAaCCTPOMCTB.

lemaTonornueckue HapyueHusi UMeJIUCh y BCeX Malu-
eHToB (Tab:1. 2) B Bue jeiikoneHuu (y 50%) v TpoMOOLIUTOTIE-
Huu (y 64%). Y 2 (25%) naumenTtoB umena mecto Kymo6e-mo-
3UTUBHAS aHEMUSI.

[Mopaxenue nerkux, MuoKapna W KJIalaHOB Cepala
y TIpENCTaBISIEMBIX TMAIIMEHTOB OTCYTCTBOBAJIO B COOTBET-
CTBUU C KPUTEPUSIMU BKITIOUEHWST/UCKITIOUESHUSI.

NmmyHoNoTnUeckie HapylmieHUsT OTMEUYeHBl y BceX
BKJTIOUEHHBIX B MCCIienoBaHue mareHToB (tadi. 2), AH® BbI-
seisuicst B 100% ciygaeB. Yaiie Bcero BBISIBISUIMCH aHTUTE A
k JHK, pexe — k Sm- u Ro-aHtureHam, antutena K La-aH-

TUTeHY OOHapyXuBauch B 38% ciydaeB. Huszkoe conmepkaHue
koMruieMeHTa (C3- u C4-KOMITOHEHTbI) OINpeaesiyioch y 5 na-
LIMEHTOB. AHTU(OCHOMUNUIHBIE AHTUTEIA B U3y4aeMOI rpyT-
T1€ MalMEeHTOB HE BBISIBISIIUCH — 3TO OMPEaeJeHO KPUTEPUSIMU
HUCKITIOYECHUS.

IToMuMO BBIIIETIEPEUNCICHHBIX KJIACCUUYECKUX TPU-
3HAKOB, y TOJIOBUHBI ManueHToB ¢ CKB BBIABISUINCH CHH-
npom PeiiHo (6€3 n3MeHeHMiT KaImIIIPOCKOTIMYECKOM KapTH-
HBI) Uy IBYX — cuHapoM lllerpena.

Y GoNbIITMHCTBA TAIMEHTOB MeEJIa MECTO yMEpPeHHasT ak-
TUBHOCTB 3a0osieBaHus Mo SLEDAI-2K.

B mpouiecce HabmogeHus y 1 MalueHTKM uUMena Me-
CcTO GEpeMEHHOCTh, 3aKOHUYMBIIASICS B CPOK KeCapeBbIM ceve-
HHMEM, Yy TPOMX OTMEYaJIMCh GEpEMEHHOCTH IOC/Ie YCTaHOBJIe-
Hus quarHo3a CKB, Ho 1o nossiaeHust cumnTomoB JIAT .

IIpu comocTaBieHUN aHAIU3UPYEMbIX KOTOPT MaKCH-
MaJibHasl IJTUTEJIbHOCTD 3a0osieBaHus otMeueHa B rpyrne CKB
¢ JIAT, He3HauuTeabHbIC pa3anyus umMenauch ¢ rpymnmnoit CKB,
obcnenoBanHbIx B 1997—2001 TT. 1 cyliecTBEHHBIE — C COBpe-
MEHHOI KOropToii (Tabu. 1).

O6paniaeT BHUMaHWE, YTO €AWHCTBEHHBIM KIMHHUYEC-
CKUM TIpOSIBJIEHUEM, accounupoBaHHbIM ¢ JIAT, mo Hammm
NaHHBIM, SIBWICS CUHIpoM PeitHo 6e3 M3MeHEeHWi Tpu Ka-
MALISIPOCKONMU. M3 MMMYHOJIOTUYECKMX MapKepoB OoJiee
xapaktepHbiMu 1jisi CKB ¢ JIAT 6butn antutena k Sm- u Ro-
aHTUTeHaM. BbI3bIBaeT MHTEpPEeC OTCYTCTBUE PA3IUIMKd 1O aK-
TUBHOCTU 3200JI€EBaHUS, HECMOTPSI Ha Pa3HYIO IJIMTEIbHOCTh
€ro TeYeHMUsI.

IIpu orneHke Tepanmuu aHaIW3UPOBAIMCH, UYTO JIOTHUY-
HO, TaHHbIE COBPEMEHHBIX KOTOPT: MPOIOJIKUTEIBHOCTD MTPH-
ema 'K Oblma cTaTMcTMYecKM 3HAYMMO OOJIbIIIE B M3ydae-
MO TPYIITIe, APYTUX pa3Indnii oOHapy>keHO He ObLIOo (TabJ. 3).

B wmccrenyemoit rpyrme 3akoHOMepeH 0oJiee BBICOKHIA
WNII, a Takke KOJIMYECTBO MAIMEHTOB C XOTSI OBl OHUM HEOo-
OpaTUMBIM TIOBPEXICHUEM OPTaHOB, yIuThIBast, uto JII sBsi-
eTCsl OIHUM W3 ero BapMaHTOB. [IpyruMu HanboJjiee JYacThIMU
koMmnoHeHTamMu MII ObuiM KaTapakTa, MopaxkeHue KOCTHO-
MBIIIIEUHOI CUCTEMBI, a TAKXKe paHHsIsl aMeHopest (Taout. 4).

Tabnuya 3. Tepanus cnCTeMHON KPACHOM BOSYAHKU, MPUMEHSAEMAsA B PeanbHOi KINHNYECKON NPaKTUKe

Mpu3naku CKB ¢ JIAT (n=8) CKB (n=154) CKB (n=400)
OnutensHocts Tepanuu MK (mec.), Me [25-1; 75-i nepueHTUm] 202 [135; 242]* - 48 [18; 106]
Sttt oo 0 s T (e o — —
T e : :
CDEAHECXTOHH?H no3a [K Ha momeHT guarHoctukm J1AT (mr), 10 [10: 10] _ _

Me [25-11; 75-1 nepueHTUu]

LD, n (%) 6 (75) 106 (68,8) 92 (23)
Kymynatueras gosa L®, mr 16900+£14100* - 7720+5856
A3A, n (%) 2 (25) 36 (23,4) 52 (13)
MM®, n (%) 4 (50) - 72 (18)

MT, n (%) 1(15) - 56 (14)
TMAPOKCUXNOPOXWH, N (%) 8 (100) 91 (59,1) 268 (67)
Putykcumad, n (%) 3(38) - 136 (34)
benumymas, n (%) 0 - 24 (6)

lpumeyanne: CKB — cuctemHas kpacHas Bondarka; JIAI — nero4Has aprepuansHas runepteHsus; K — rokokoptukongsl; LU — ynknogocghan, A3A — asatnonpus, MM® —

mukogheronara mogpetnn; MT — merotpekcar; * — p<0,05
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Tabnuya 4. CpaBHUTENIbHASA XapAKTEPUCTUKA HEOBPATUMbIX MOBPEXAEHNI OPraHOB B UCCIEAYEMbIX TPYNnax nayueHToB ¢ CUCTEM-

HOU KpacHou BosyaHkou, n (%)

Cuctema opraHos CKB c JIAT (n=8) CKB (n=154) CKB (n=400)
OpraH 3peHus
— KarapakTa 5 (63) 36 (23) 109 (27)
— N3MEHEHUS CeT4aTkn 1(13) 18 (12) 35(9)
HepsHas cuctema
— KOTHUTUBHbIE HAPYLLEHUS 1(13) 35 (23) 20 (5)
— cygoporu 0 4 (3) 8(2)
— NHCYIbTbI 0 10,5) 12 (3)
— nosuHeponarus 1(13) 19 (12) 6 (2)
Moykm
— KNy604KoBas hunbTpaumns <50 mn/mMuH unu 0 4 (3) 11 (2)
— KOHEYHas cTajns noYe4Horo 3abonesanns 0 1(0,5) 1(0,2)
Nerkue
— NIero4Has runepTeHsns 8 (100) 7 (4,5) 9(2)
— Nero4HbIn hubpo3s 0 6 (4) 14 (4)
— MNeBpanbHbIn PUOPO3 (PEHTTEHONOTNYECKM) 0 8 (5) 5(1)
CeppeyHo-cocyancTas cuctema
— CTeHoKapans 0 7(5) 15 (4)
— MHGAPKT Muokapaa 0 4 (3) 6 (2)
— Kapauomuonarus 0 9 (6) 10 (3)
— NopaXKeHne KnanaHos cepaua 0 25 (16) 36 (9)
Mepudbepuyeckue cocyapl
— BEHO3HbIE TPOMOO3bI 1(13) 5(3) 48 (12)
KoCTHO-MblLLEeYHas cucTema
— MblLLUEYHAA atpodous unn cnabocTtb 0 39 (25) 0
— apTponarus Xaky 0 13 (8) 36 (9)
— OCNOXHEHHbIA 0CTE0NOPo3 2 (25) 11(7) 23 (6)
— aBaCKyNAPHbIA HEKPO3 2 (25) 26 (17) 37 (9)
Koxa
— py6L0Bas XpoHN4ecKas anoneyns 1(13) 5(3) 2(0,5)
— 06LLUMPHOE py6LiEBaHME U 0 5(3) 2 (0,5)
— N3bA3BIIEHNE KOXM 0 4 (3) 0
CaxapHbInn gnadet 0 4 (3) 16 (4)
OHKonoruyeckue 3a6onesaHus 0 2(1) 7(2)
PaHHss ameHopes 2 (25) 9 (6) 16 (4)
lMpumeyanne: CKB — cuctemHas kpacHas Bon4anka, JIAI — nero4Has aptepuanbHas runepreHsns
MenuaHa HaGIIOICHUS] C MOMEHTA [TOCTAHOBKY JAUATHO- o 100 . —— v .
3a JIAT coctaBuna 93 [75; 112] mecsuia. beino mpoBeneHo cpas- a;.. ] ““H"""'I.....Lu_
HeHue BbikuBaemocTu OonbHBIX CKB ¢ JIAT u «ucropuye- 5
CKOI» KOTOPTHI MAIMEHTOB C YYETOM OOJIBLION JIUTEIbHOCTA g ]
HabmoneHus o6enx (puc. 2). B rpymme CKB ¢ JIAT 1- u 7-net- & 50-
Hsig BbDKMBaeMocThb coctaBuiia 100% u 83%, B ucTopuyecKoit E ]
koropte — 99,4% u 99,4% coorBeTcTBeHHO. Pasnuunii Mex- § == CKB Ges JIAI
Iy TPYIIIIaMi OGHAPYXEHO He GbLIO. m 1 -~ CKBelAl
JLiist oleHKM BHyTpurocnuTanbHoi yactotsl JIATI mpu CKB 0-

MPOAHAM3MPOBAHBI  €XKETOMHBbIE  CTATMCTUYECKUE  OTYEThI
®I'bHY HUUP nm. B.A. HacoHoBOI, OLIEHUBAINCh BBITHCAH-
Hble MalMeHThl ¢ KogamMu avarHo3a M.32.1 u M32.8 3a nepuon
¢ 2008 mo 2017 . (10 sret). [To maHHBIM KOAaM AUATHO3a OBLIO BbI-
rcado 2068 GobHBIX 63 ydeTa IMOBTOPHBIX TOCITUTAIM3ALININA.
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Puc. 2. BbixnBaemMocTb 00/1bHbIX CUCTEMHON KPACHOM BOSTYAHKOM
(CKB) ¢ u 6e3 neroyHoii aptepuanbHou runepteHsnn (JIAl)
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Tabnuya 4. Yactota neroyHoi aprepnanbHoi runepTeH3ny
cpeaun nayneHToB ¢ CUCTEMHOA KPACHOM BOTYAHKON, rOCIN-
Tann3npoBaHHbix B ®F6HY HUWP um. B.A. HacoHoBoil

3a nepunog ¢ 2008 no 2017 r.

MapameTpbl 3Havenus
Bcero rocnurtanusnposato, n 2068
MNauwenTsl ¢ JTAT, n (%) 6 (0,29)
MauweHTsl, HabntoaasLnecs 8 ®IHY HANP 5 (0,24)

um. B.A. Hacorosoit go passutus JIAT, n (%)
Tpumeyanne: JIAI — neroyHas aprepuanbHas runepTeH3ns

C noareepxneHHoi npu YBKC JIAT 3a 3T0 BpeMsl BBIITMCAHO
LIeCTePO MareHToB. Takum 00pa3oM, BHYTPUTOCIIUTAILHAS Ya-
crora JIAT npu CKB cocrasiisier 0,29% (ta6un. 4).

B o6onbmmHcTBe ciayvaeB JIAI pa3Buiachk B repuon Ha-
omonenus namentoB B ®I'BHY HUMP um. B.A. HacoHoBoii.

O6cyxpeHue

OTO nepBoe POCCUICKOE UCCIIEI0BAHNE C TTPOBEAEHHBIM
CPaBHUTEJIbHBIM aHAJIM30M COOCTBEHHOM TpyNIbl OOJBbHBIX
CKB ¢ JIAT u nByx Hemepecekaromuxcs Koropt ¢ CKB, Ha-
OJII0aeMBbIX B pa3HbIE TOIBI — UCTOPUUYECKON U COBPEMEHHOM.
Hcropuueckasi Koropra IpuBJIeKJia BHUMaHNE B CBS3U C Ha-
JIMuueM OOJIbIIOro IepuojJa HaOJIoIeHUs, a B Hallel Ipyr-
e ObLIY TOJIbKO MAlMEeHTHI C JVIUTEIbHBIM TeUYeHUEeM 00JIe3HU,
MOCKOJIBKY B COBPEMEHHOM POCCUICKON TEPUOIUKE OTCYT-
CTBYIOT COOOILIEHUSI 00 UCCIENOBAHUSIX MALIMEHTOB C JUIUTE/b-
Ho Tekyieii CKB u, yto camoe riiaBHoe, ¢ MOAPOOHBIM OMuca-
HueM npusHakoB CKB, cooTBeTCTBYIOIIMM HAIIUM 3aIpocaM.
Hpyrast npy4rHa — 3TO JOCTYITHOCTb MEPBUYHBIX TaHHBIX, MO~
cKoJbKy pabora BeimtonHsutack B ®T'BHY HUUP nm. B.A. Ha-
COHOBOW M MMeJIaCh BO3MOXHOCTb TIOJYYUTh JIOTIOJTHUTETb-
Hble, HEOMYyOJMKOBAHHbIC CBEICHUS.

B Hacrosiee ucciaenoanue BKitoueHo 8 60apHbIX CKB
¢ JIAT, omHaKo HEOOXOAMMOCTh aHaIM3a U MpeCTaBIeHUs T10-
JIY4eHHBIX TAaHHBIX 00YCJIOBIEHA YBEJIMUMBAIOLINMCST KOJIMUe-
CTBOM IyOIUKauuii mo satoit reme [12, 21—24] u uHULIMATHUBOM
ERN ReCONNET [15, 16], 4T0, KOHEYHO K€, MOXET OBITh
B3aMMOCBSI3aHO. B OOJIBIIMHCTBE MyOIMKYeMbIX padoT Iielie-
Bas IpyIINa Takas ke Hebosbias (0T 7 1o 51 60JIbHOTO), HECMO-
Tps Ha ee BhIIeJICHUE B HAIIMOHAIBHBIX PETMCTPaX WM B MHO-
TFOLIEHTPOBBIX UCCaenOBaHUSX [12, 24].

JIAT — o710 penkoe nposisiaenue CKB; npu ananu3se ory-
OJIMKOBAaHHBIX PE3YJIbTaTOB MCCIICIOBAHMI CO3MAcTCsl BIIE-
yaTJIeHue o ele 0oJiee PEeIKoil ee pacrpoOCTPaHEHHOCTH, MO~
CKOJIBKY OYEBUIHO OTCYTCTBUE pa3lieieHUs] B OOJIBIIMHCTBE
M3 HUX pa3InyHbIX 1Mo 3trojoruu Bapuantos JII' mpu CKB —
B IEPBYIO Ouepedb XPOHMYECKON TPOMOOIMOOJIMYECKON Jie-
TOYHOU THUIEPTEH3UU, CBA3aHHON ¢ aHTU(HOCHOTUITUIHBIM
CUHIPOMOM U SIBJISTIOIIENCS TIPOTHOCTUYECKW HebIarompu-
STHBIM TIposiBieHreM. Co3maercsl BIeYaTJIeHUe, YTO CHIKe-
HUE BbXKMBAEMOCTH B OOJIBILIMHCTBE MOJOOHBIX IPYIIN CBSI3aHO
B MepBYI0 ouepens ¢ aTuM dheHotunom JII', umeronmm marore-
HeTHYecKue oTamaus [25].

Bropoii BapuaHT, TOIAep>KUBAIOIINIT MHUMBIN «AMMY-
HOBOCTaJIMTEIbHBIN» XapakTep «JIAI» npu CKB, — 310 J1eBo-
xkenynoukoBas JII', pa3BuBarowasicsl y nalMeHTOB ¢ OCTPbIM
BapuMaHTOM 3a0o0JIeBaHUSI, NIPU KOTOPOM Yallle BCEro MMe-
eT MECTO COYeTaHWEe BOCHAIUTEIBLHOIO IMOpakKeHUsS 3HIO-,
MWO- U TepuKapnaa (Tak Ha3bIBAeMOTO «KapIWTa») U BOJTYA-
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HOYHOTO IJIoMepyJioHedpUTa ¢ MOYEUHOUN HeTOCTATOUHOCThIO
nin 6e3 Hee [26]. I[Ipu cBoeBpeMEHHOM Ha3HAYEHUU MMMY-
HOCYIIPECCUBHBIX ITPEIapaToB BO3MOXHA MOAU(UKAIIUS Te-
yeHwus1 3a00JieBaHUsI BILUIOTh 10 0OpaTHOTO pa3Butust JII' (Hop-
Maju3alyu AaBJieHUs] B JIeroyHou aptepuu) [27], omHako
MPOTHO3 Y TaKMUX MallMEeHTOB Yalle BCero HebJaronpusTHbIN.
Taxkoii BapuanT JIT', KcTatu, MOXeT OBbITh paclieHeH Kak «JIAT
B ne6iore CKB» mnu «JIAT, oTBevaroass Ha UMMYHOCYTIpeC-
CHUBHYIO TepaIuio».

KoM0OuHamus 3TuxX Tpex BapuMaHTOB, Ha Halll B3IJISI,
CO3MaeT Pa3HOPOIHYIO KIMHUYECKYID KapTUHY, OTPa’kaeTcs
Ha UIMMYHOJIOTUYECKHX 0cOOeHHOCTsIX, yacTore JIAT mpu CKB
1 OKa3bIBaeT CYIIeCTBEHHOE BIIMSTHIE Ha BBLKMBaeMOCTh. B Ha-
LLIEM MCCIIeIOBAaHUM MALIMEHTHI ¢ MTOPaXKEHUEM Ceplla, JeTKUX
U ¢ IpU3HaKaMKU aHTU(OCHOIUIIMAHOIO CUHAPOMA MCKITIO-
YaJuch U3 00pabOTKU TaHHBIX, 4TO yMeHbIIMIo rpymnmy CKB
¢ JIT mpubausureabHo B 2,5 pa3a.

CpaBHUTEJIbHAST OlLIEHKA BbIKMBAEMOCTU OblIa IPOBeE-
JIeHa Ha KOTopTe MalMeHTOB C OOJbIION JUIMTEbHOCTBIO Ha-
OMroNIeHNsI, M3 KOTOPOH MCKIIOYAIMCh CIyd9au JIeTaJbHBIX
KUCXOJI0B HAa paHHUX 3Tanax 3a00yieBaHUs. DTO MO3BOJIWIO U3-
0exaTb CMEUIEHUS] BbIOOPKM, OOYCIOBJIEHHOTO MCKYCCTBEH-
HbIM OOBenMHEHMEeM TMaiueHToB ¢ JIAI M mouTu ommHako-
BO OOJIBLIION IJIUTEILHOCTBIO TEUYEHUS O PA3BUTHS TEPBBIX
cumnTomoB JIAT — ot 76 no 134 mecsitieB. HyskHO OTMETUTB,
YTO B HACTOSIILIEE BPEMS CEPIEYHO-COCYIUCThIC 3a00J€BaHUSI
U paK (Kak U B MOMYJSLMU) SBASIOTCS OCHOBHBIMU MPUYMUHA-
My cMepTH 601bHBIX CKB, 4TO 00YCIOBIIEHO CyIlIeCTBEHHBI-
MM pe3yJibTaTaMU TIPUMEHEHUSI BHICOKO(M(OEKTUBHOI JIeKap-
CTBEHHOI Tepanuu [28].

IIpuBneyeHre COBpeMEHHOM KOTOPThbI, B KOTOPOI1 IO~
pOOHO MpencTaBieHbl KIMHUYECKNE, Ja00paTOpHbIe JaHHbIE,
YTOUHEHBI MOpaXKeHUsI BUCIEPATbHBIX OPTaHOB M JOCTATOY-
Hoe KoJnuyecTBo HabmoneHuit (n=400), Mo3BOJIUIO MPOBECTU
COIOCTaBJIeHNE KJIMHUYECKUX NAHHBIX U BBIACIUTb OCOOEH-
HocTu nposieHuit CKB, accouumnposanHoii ¢ JIAT'. JIBa BbI-
neleHHbIX hakTopa — cuHapoM PeitHo u aHTuTesna K Ro —
COOTHOCSITCSL C pe3yJbTaTaMU JPYTUX WcciaeaoBaHuil [12,
21—-24]. AutuTtena K Sm, BO3MOXHO, CBSI3aHbI ¢ OOJIBIION Ya-
croToii rmoMepynoHedpura B rpynme CC/I ¢ JIAI, teMm He me-
Hee, Ha 3TO CTOUT 00paTUTh BHUMAHME, ITOCKOJIBKY 3TOT Map-
kep BoicokocnienuduueH s CKB.

B Bompoce BHyTpurocnutanibHoit 4actoThl JIAIT MbI
He TMPETEeHIOBaJM Ha TOIMBITKY MPOBECTU SMUAEMUOJIOTUYE-
CKOE€ UccliefoBaHNE — 3TOT BOIIPOC B OOJIBIIECH CTEIIEHU UMET
JIOKaJibHOE U MpuKJaaHoe 3HaueHue. Llnpoko u3BectHa HU3-
kas Bcrpeuaemocth JIAIT mpu CKB; 310 1o3Bosnio B coBpe-
MEHHBIX KIMHUYECKMX PEKOMEHIALIMSIX ClIeIaTh 3aKII0UeH1e
o oM, uto «JII', m ocobenHo JIAI, He ABISIOTCS cepbe3HOM
KJIMHUYecKol npobsiemoit y nauueHtoB ¢ CKB, ckpuHUH-
TOBBIE 9XOKApAMOIPaMMbl Y IAIIMEHTOB ¢ OECCMMIITOMHOM
BOJIYAHKOM 0€3 KJIIMHUYeCcKOoro rnogo3peHus Ha JII' He peko-
MEHAYIOTCSI». YUMUTBIBAsI HU3KYIO PaclpOCTpaHEeHHOCTh, EB-
porieiickoe 061IecTBO KapanonoroB u EBpomneiickoe pecrnu-
paTopHOe OOIIECTBO HE PEKOMEHIYIOT CUCTeMaTUYeCKUiA
ckpuHUHT Ha JIAT y maumentoB ¢ CKB [29]. [TonyyeHHas
HaMHM 9acToTa B 3 MPOMUJIIE, KaK YXe MPEeACTaBIIsIOCH BHIIIE,
TakXke OOyCIOBJIeHa CYyXeHHeM aHaJIU3UpyeMON TPYIIIIbI
¢ UCKJIIoYeHHeM Apyrux BapuaHToB JII'. A oTCyTCTBUE peKo-
MEHAALMU MO0 CKPMHUHTY M Kaxyllasics ero 6ecrnoyie3HOCTh
HUBEJIUPYIOTCS 00513aTeJIbHOM €XEeroJHON 3XxoKapauorpa-
dueit I MCKITIOYEHUS TTepUKapanTa U KJIallaHHOM MMaTojI0-
ruu [30].
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WMuunuatusoit ERN ReCONNET JIAIT u Muokap-
AT OBbLIA TMpEeACTaBIEeHbl KaK OYEHb PEeAKHUE MPOSIBICHUS
npu CKB; TeM He MeHee, OHM Bce ellle CBSI3aHbl C MOTEHIIM-
aJIbHO JIETaTbHBIM MCXOIOM 0€3 CBOEBPEMEHHO Ha3HAYeHHOM
crienM@uIecKoii JekapcTBeHHoM Tepanuu [16]. Takum obpa-
30M, paHHUE pacro3HaBaHue u JieueHue JIAI umeroT peraio-
1ee 3HaYeHMeE.

[lepBbIM 1IaTOM K JIyYILIEMY JICYCHHUIO 9TUX PEAKUX CO-
CTOSTHUI SIBJIIETCS TOYHOE 3HAHME UX YaCTOTHl M KIMHUYEC-
CKoi1 KapTuHbI, 4TO TipuBesio K coznanuio ERN ReCONNET
MPOEKTa MOJ| HA3BaHUEM «PEIKOE BHYTPU PEIKOTO», HAIPaB-
JICHHOTO Ha TMPOJBUXKEHUE MCCIEeNOBAaHUN U pacrpocTpaHe-
HUE 3HAHUI O PEeAKUX M CJIOXHBIX 3a00JIEBAHUSIX COCAUHM-
TEJIbHOU TKAHMU.
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