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Ipobnembl cUCTEMHbIX 3ab6oneBaHun
COEMHUTENIbHOW TKAHW [ETCKOro Bo3pacrta
B UCTOPHYECKOW NepcneKkTHBe

M.WU. Kanepa, W.N. HukuwmHa

AKTYaJIbHOCTb M3Y4Y€HUsI CUCTEMHBIX 3a00JIeBAHUI COCAMHUTEIbHOI TKAHU C IOBEHUJIbHBIM HAYaJIoM JIJIsl COB-
PEMEHHOI MEIMLIMHBI ONpeessieTCs] TEHACHIMEN K UX POCTY B MOMYJISILIMK, TPYJHOCTBIO PaHHEH ANAarHOCTUKH,
OBICTPBIM Pa3BUTHEM WHBAJIMIHOCTU W HEOIArONPUSTHBIM KM3HEHHBIM IIPOTHO30M. B cTathe npeacraBieHbl
OCHOBHbIC IOCTVKEHUSI B U3yYEHUU 3TOM IPYIIbI 3a00JeBaHUI y IeTell C aKLIeHTOM Ha HarboJiee 3HaYMMble C Mpa-
KTUYECKOI TOUKM 3pEHHUsI BOIPOCHI, CBSI3aHHbIE C TMArHOCTUKOIM, Kiaccudukalmeit, 0coOOeHHOCTIMU KIMHUYECKO
KapTHHBI U COBPEMEHHBIMU MOAXOAaMU K Teparuu.

KiioueBble c10Ba: cucTeMHbIe 3a00JIeBaHUST COSIMHUTEbHOM TKAHU, CUCTEMHAs KpacHasl BOJYaHKa € I0BEHWJIbHBIM
HayaJloM, CCTEMHBI CKJIEPO3 C IOBEHUJIbHBIM Ha4YaoM, IOBEHUJIbHBII 1IepMaTOMUO3UT, IETCKUI BO3pACT

Jas wurupoBanus: Kanena MU, Hukuinnna WTI. TTpoGiieMbl CUCTEMHbBIX 3a00J1€BaHUI COSTMHUTEIbHOM TKaHU
JIETCKOTO BO3pacTa B MICTOPUYECKOIT niepcriekTuse. Hayuno-npakmuueckas peemamonoeus. 2023;61(6):639—649.

PROBLEMS OF SYSTEMIC CONNECTIVE TISSUE DISEASES
OF CHILDHOOD IN HISTORICAL PERSPECTIVE

Maria I. Kaleda, Irina P. Nikishina

The relevance of study systemic connective tissue diseases with juvenile onset for modern medicine is determined

by the trend towards their growth in the population, the difficulty of early diagnosis, the rapid development of disabil-
ity and a poor life prognosis. The article presents the main achievements in the study of this group of diseases in chil-
dren, with an emphasis on the most significant issues from a practical point of view related to diagnosis, classification,
clinical features and modern approaches to treatment.
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CucreMHble 3a00JIeBaHUSI COEIUHUTEIb-
Hoit TkaHu (C3CT) mpencraBisiioT coboii reTe-
POTE€HHYIO TPYIITy CUCTEMHBIX BOCTIAJIMTEIbHBIX
3a00JICBaHUI, XapaKTePU3YIOIIUXCSI HaIudueM
LUPKYJUPYIOIINX ayTOAHTUTE W ayTOMMMYH-
HO-OTTOCPEIOBAaHHBIM TTOPaKEHUEM MHOTHUX Op-
raHoB [1]. ¥ UCTOKOB COBpPEMEHHOIO U3y4YEHMUS
C3CT nexXuUT KOHLIETLUS O KOJJIareHO3ax, Bbl-
BuHyTasg B 1941—1942 rr., B OCHOBe KOTOpOi —
BbisiBieHHoe P. Klemperer u coaBT. cXOnCTBO
B M3MEHEHMSIX CTPYKTYPHI KOJUTAT€HOBBIX BOJIO-
KOH MpU CUCTEeMHON KpacHOM BOJYAaHKE M CHU-
creMHOM ckiepo3se [2]. TTo3xke K KoystareHo3aM
CTajlu OTHOCUTH W PsI APYTUX PEBMAaTUUYECKUX
3a0oneBaHuil. OCHOBHBIE OTEUYECTBEHHBIE HC-
clieloBaHus MO MpobJeMaM KOJJIareHO30B Ipo-
BOOMIUCH KIMHUYeckuMmu 1koiramu E.M. Ta-
peeBa u A.M. HecrepoBa, KOTOpbIEe MOJYyYWIN
CBOE JajbHelilee pa3BUTHE MO PYKOBOICTBOM
B.A. HacoHoBoii, craBuIeii OCHOBOITOJOXHM-
KOM pa3BUTHs TIPUHIMIIMAIBHO HOBBIX Ha-
MpaBJIeHUII WCCIeNOBAaHWI B PEBMATOJIOTUM,
MO3BOJIMBIINX pa3paboTaTh KOHIIEILIMIO 3THOITa-
ToreHesa, nuarHoctuku u jedyenust C3CT.

B 80-e rompl mporioro crojeTwsi Ha cMe-
Hy TEpMUHAM <«KOJITATeHO3bI» 1 «KOJUTareHOBbIE 00-
JIE3HW» TIPUILLIO TMOHSTHE «Iu(dy3HbIE 00NE3HU
COCMHUTENTLHON TKaHW», YTO OBUIO CBSI3aHO C BhI-
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SIBIEHUEM KOMIUJIEKCHOTO TIOPaXKEHUsI COeTUHU-
TEJbHOW TKaHW TIPU 3THX 3abosieBaHusx. B mo-
ClleHUe JIECITWIETUS] TIPOTpecC B U3YYEHUU
VX TTaTOTeHe3a, IEMOHCTPUPYIOINI MHOTOBEKTOP-
HBII XapakTep HApYyIICHWA UMMYHHOU CUCTEMBI,
puBeT K GOPMUPOBAHUIO TEPMUHA «CUCTEMHBIE
3a00JIeBaHNSI COSMMHUTENTLHON TKAaHW». XapaKTe-
pusys 3HaueHue uzydeHust C3CT mis peBMaTono-
TUU B LIEJIOM, HeJIb3sl HE COIJIACUThCS C TOUKOI 3pe-
HMS BBIIAIOLIMXCS OT€UYECTBEHHBIX PEBMATOJIOTOB
S.A. Curununa, H.I'. I'yceBoit, M.M. UBaHoBOI1,
KOTOpbIE MUCAH: «...0e3 YUEHUsI O KOJUIareHo3ax
HEBO3MOXEH ObLIT ObI COBPEMEHHBII BBICOKUH YpO-
BEHb Pa3BUTHSI PEBMATOJIOTUU...» |3].
OTIMYUTESIBHOM OCOOEHHOCTBIO M3YYEHMS
3TOI TpyIIbl 3a00€BaHUI B IETCKOW peBMaTO-
JIOTUU SIBJISIETCSI OObEAMHEHNE HAayYHBIX MCCIe-
JOBAHUI U MPAKTUYECKOTO OMBITA, MPUILIEAIINX
U3 <«B3pOCJOii» PEeBMATOJIOTUM, W OOIIMPHO-
TO MaTepuaia OO0IIeNneanaTpuIecKoil TPaKTUKU.
He cnyuaitno Bmepseie B Poccum nmarHos cu-
creMHast KpacHast Boiqyanka (CKB) 6bur ycra-
HOBJIeH B 1955 T. Ha KOHCWINyMe C yJ9acTUeM
akagemukoB AMH CCCP 10.®. [1om6poBcKoit
u E.M. TapeeBa B KJIMHUKE ACTCKUX OOJIE3HEN
I-ro MOJITMHU um. U.M. CeueHoBa (HbIHE —
IlepBoiit MI'MY wum. U.M. CeueHoBa MuH-
3napaBa Poccun (CeyeHOBCKUIT YHUBEPCUTET)).
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[Mo nanimaTuse F0.D. JomGpoBckoii B 1960 I. B KITMHUKE AET-
CKHUX 00JIe3HEl CO31aHO JBa CIeHUATIM3MPOBAHHBIX PEBMATO-
JIOTMYECKHUX OTIe/IeHHs (OTaeeH e « BobIINX KO/UTareHO30B»
U OTZEJIEHUE PEBMATOMIHOIO apTpuTa), a B 1963 r. Obu1a 06pa-
30BaHa Hay4yHas IpymIia Mo U3yYeHUIO KOJIJIareHO30B, KOTO-
pyto Bo3riaBuia akaneMuk JI.A. Ucaesa [4]. C aToro BpemeHu
Hayajaoch MOCTyIaTeJbHOE JABUXEHHUE K (POPMUPOBAHUIO COB-
PEeMEHHBIX MpeacTaBieHuit o auarHoctuke U tepanuu C3CT
B IETCKOM BO3pacTe. AKTMBHOE y4acTHe B 3TOM IIpolLiecce Mpu-
HSUJTA B TOM YHCJI€ COTPYAHUKU co3IaHHOTrO B 1959 r. neTckoro
otnenenuss PI'BHY HUMP um. B.A. Hacononoii. 20 jtet Hazan
npodeccopom I'.A. JIbICKUHO# ObUTM C(HOPMYJIIMPOBAHbBI Clie-
nytoiue nepcrekTuBbl udydeHus C3CT y nereit: 1) uzyueHue
KJIMHUYECKO 1 UMMYHOJIOTMYECKOIT BaprabeTbHOCTHU 3a00J1e-
BaHWIil; 2) TeHETUUECKKE UCCIIeIOBAHUS ISl BBISIBJIEHUS] TEHOB
npenpacnoyoxeHHoct K C3CT; 3) pazpaboTka IpOTOKOJIOB
JIeYEHHUS MO MPUHIIMIIAM T0Ka3aTeJIbHOI MEeIULIMHBI; 4) cOBEp-
LIEHCTBOBAHVE METOIOB ITPOGUIAKTUKY U JICUCHUS COITYTCTBY-
OIIIeiA TTATOJIOTUY TSI YIYYIIEHHUST KaueCTBa KU3HU OOJIbHBIX;
5) opraHu3auus MCUX0JIOTrMYeCcKOi TOMOIIU O0JIbHBIM [4].

AxTtyanbHOCTb npodsieMbl C3CT ¢ 10BEeHUIbHBIM Haya-
JIOM JIJIsl COBPEMEHHOI MEIULIMHBI OTpeaessieTcsl TeHASHUIUe
K POCTY MX YHMCJia B MOMYJISIMU, TPYIHOCTHIO PaHHE 1UarHo-
CTUKHU, OBICTPBIM pa3BUTHEM WHBAJIUIHOCTH M HEOJIarompu-
SITHBIM XXW3HEHHbIM MPOrHo3oMm |[1]. Beicokuit puck npexine-
BPEMEHHOI CMEpPTHU CBs3aH HE TOJBKO C «TSDKECThIO» CaMOTo
320071€BaHMS, HO U C Pa3BUTHEM IIMPOKOIO CIEeKTpa KOMOp-
OMIHBIX COCTOSIHUIA, OOYCIOBJIEHHBIX B TOM YHMCJIE MTPOOIeMOi
MMOJMAayTOMMMYHUTETA M BO3PACTHBIX OCOOCHHOCTE OTBEeTa
Ha Tepanuio. bosbIiee 3HaUeHME Pa3IMIHBIX TeHETUYECKUX Ha-
PYIICHUI SIBJISIETCS] 3HAYMMOM 0COOEHHOCTBIO TTPU IOBEHUITb-
HoMm nebtote C3CT. Mctopuuecku peBMaTudeckue 3adoJieBa-
HUs JeTCKoro Bo3pacta, B ToM uncie C3CT, paccmaTrpuBaiuch
yepes MpU3My ayTOMMMYHUTETa, HO pa3BUTHE TEHETUKU C BbI-
SIBJICHeM MOHOTEHHBIX 3a00JIeBaHUI, WMEIONINX CXOTHBII
KIMHUYECKUN GeHOTUIT U Gojiee XapaKTePHBIX UISI TETCKOTO
BO3pacTa, MO3BOJUJIO pacCMaTpUBaTh 3Ty TPYIITY HO30JOTHIA
KaK KOMITOHEHT KOHTMHYYMa MMMYHHOOTIOCPEIOBaHHBIX 00-
JIE3HEU OT MOHOTEHHBIX ayTOMMMYHHBIX 4epe3 IOJUTeHHBIC
KJIACCUYeCKEe BApUAHTBI C KOMITOHEHTaMU KaK B paMKax ayTo-
WMMYHUTETA, TaK ¥ B pAMKaX ayTOBOCTIAJICHHSI, K MOHOTEHHBIM
ayTOBOCTIAJIUTEbHBIM 3a00J1eBaHUsIM [5].

PasButue C3CT B IeTCKOM M MOAPOCTKOBOM BO3pacTe
MMEEeT 3HAYUTEIbHbIC OTJIWYMS, OOYCIOBJICHHBIC IMATOTUIACTH-
YeCKUM BIIMSTHUEM (DU3NOJIOTMYECKOI SBOMIIONUNA OpTaHU3Ma.
Oco0OeHHO 3TO KacaeTcsl MyoepTaTHOTO Mepuoia, KOTOpbIi Xa-
paKTepu3yeTcsl aKTUBHBIM (hOPMUPOBAHHUEM SHIOKPUHHON CH-
CTeMbI, 3aBepllieHreM (OPMUPOBAHUS CEPACYHO-COCYIUCTOMU
CHUCTEMbI, THTCHCUBHBIM CO3PEBaHUEM IICHTPAIbHOM HEPBHOM
cuctembl. st KinMHUKO-adopaTtopHbix nposieieHuit C3CT
C IOBEHMJIbHBIM HAavYaJlOM XapaKTepeH JUTUTETbHBIN ITeproI He-
cneupUIecKUX M3MEHEHUI B 1e0loTe: OOILLIEKOHCTUTYLIMO-
HaJIbHBIX HapylleHWi (MoTepsi Macchl Teja, ObICTpas yTOM-
JISIEeMOCTh, CyO(heOopunuTeT/heOpUIbHas JINXOpaaKa, YyBCTBO
YCTaJIOCTH, HapyIIeHWe alleTuTa, COHJIMBOCTD), MOBBIIICHUS
ocTpoa3oBbIX MapKepoB, aHEeMUH, Hecneln(uIecKon Ba-
CKYJIONATUHU, BBISIBJIEHUST IIUPOKOTO CIieKTpa ayroaHturten [1].
Bosbiast yactoTa CXOMHBIX KIMHUYECKUX MTPOSIBJICHUI U ayTO-
nMMyHHBIX HapytneHui mpu C3CT cBUIETETLCTBYET O HATMYNK
OOIIMX MOJIEKYJISIPHBIX TyTei ux dbopmupoBanus [5, 6]. Oco-
GEHHOCTH KJIIMHMYECKOM KapTWMHBI BO MHOTOM OITPEIEIISTIOTCS
(hopMUpoBaHrEM ayTOMMMYHHBIX HapyIIEHUI B PO CMEHBI
JIOMUHMPOBAHUS BPOXKIEHHOTO MMMYHHUTETA Ha TIpeodiagaHue

640

KOMIIOHEHTOB MPUOOPETEHHOI0O MMMYHHOIO OTBeTa ¢ aucOa-
JIAHCOM KJIETOYHOT'O ¥ TYMOpPaJIbHOro UMMyHuTeTa [7].

Cpenu C3CT y nmeteit yalie BCero BCTpeyaloTCs Tak Ha-
3pIBacMble «OoJIbIIME KoytareHo3bl»: CKB, cuctemHas ckie-
ponepmust (CCJI), 1oBeHWIbHbIE WAMOINATUYECKHE BOCIMAIU-
TeapHble Muonatuu (FOUBM).

CucTeMHas KpacHas BONnYaHka
C HBEHUNIbHbIM Ha4Yanom

Ha cerognsinuii neHp CKB ¢ 10BeHWIbHBIM Haya-
noMm (0CKB) paclieHuBaeTcss Kak ocoOblii ¢heHOTUI 3ab0sie-
Banus [§, 9]. B Bo3pactHoit ctpykrype CKB mons mauneHntos
C IOBEHUJIbHBIM HauajioM cocrasisieT 10—25% [9—11].

PacnpoctpaneHHocts 1©0CKB cocraBnsier 1,89—34,1
Ha 100 000 merckoro HacesneHusi, 3abosneBaeMocTh — (,36—
2,5 cayuas Ha 100 000 merckoro HaceneHus [7]. Y mpencra-
Buteneil 6emoii pacel 0CKB Habmonaercs B 10—15 pa3 pexe,
YeM IOBEHWIbHBII MINOTIATUUECKUIA apTPUT U uabeT 1-To Tura,
TOTIa KaK y MpeICcTaBUTeNIell a3MaTCKUX HapoIoOB OH (hUKCHUPY-
eTcsl IPUOIM3UTENIBHO C TOM K€ YaCTOTOM, YTO U IOBEHUJIbHbIM
uauonarudeckuit aprtput [12]. o 10-1eTHero Bo3pacra cooT-
HOIIIEHNE IEBOYEK U MAJIbYMKOB Cpeln 3a00JICBIIMX COCTABIS-
eT TIpuMepHoO 4:3, OTHAKO C HACTYIUIEHUEM TIepHOo/Ia ITOJIOBOTO
CO3peBaHUsI CYIIECTBEHHO MPe0bIanaroT IeBOYKK ¢ COOTHOIIIE-
HueM 4:1; nuk 3a001eBaeMOCTH TIpuxoauTcst Ha 12—14 ner [13].
I1pu 10BeHWIbHOM €0I0TE Yallle BbISIBISIETCS CeMelHasl arpe-
ranust 1 BbIe yactota peuuanBoB [13]. NamumenTtsr ¢ 0CKB,
KaK TpaBWIO, UMEIOT 6ojiee arpecCUBHBIN (PeHOTHUTI, XapaKTe-
pU3YIOIIMIiCS OOJIbILICH YacTOTOM TeMOJIMTUYECKONW aHEeMUU,
MOpaXXeHMs MoYeK U LeHTpaabHOU HepBHOI cucTeMsl (LIHC),
00111eli BRICOKOI aKTUBHOCTBIO 3aboneBanus [8, 11, 13]. Ecim
nccnenoBanus 1mo 10CKB B konne XX — Havae XXI BB. genanmn
OCHOBHOI aKIIeHT Ha M3ydeHue JIIoIyc-HedpuTa, To B TIOCTIe-
HUeE rollbl U3 KIIMHUYECKUX MPOSIBJICHU A MOBBILIIEHHbBIN UHTEPEC
BBI3BIBAIOT TaKKe HEMPOICUXUUYECKKME HapyIIeHUs U (hOPMUPY-
JOIIMIICS KOTHUTUBHBIN aeduumt [14—17]. K gucmy npuopu-
TETHBIX HaIpaBJICHUI Ha coBpeMeHHOM 3Tare u3ydeHuss CKB
OTHOCSITCSI GMOMapKephbl 1 IeTaTn3alys maToreHesa 3abosieBa-
HUSI C OCOOBIM aKIIEHTOM Ha IOBeHWIbHbIN neoroT [14, 18—21].
JlaHHBIe MCCIeIOBaHUIA 110 U3YYEHUIO TeHETUYECKON apXUTeK-
Typhl OOJIE3HU YKa3bIBAIOT Ha SIBHBIC PA3IMuUs B TAaTO(MU3NO-
Jjornu oBeHWw1bHOU U B3pocioit CKB [7, 8, 13]. Joka3aHHas
LIEHTpaJIbHAsI POJIb B TAaTOTeHe3e ayTOpeaKTMBHBIX B-KireTok
u uHTepdepona (MPH) I Tvma nmpu HEMOJIHOM OTBETE Ha Mpera-
paThbl, BO3IEHCTBYIOIINE HA 3TU TTYTH, TIOATBEPKIAET T'eTePOTeH-
HOCTb 9TUX MeXaHU3MOB (hopMupoBaHus 3adoneBanus [§, 19].

PaznooOpasue kinuHudeckoit kKaptunsl 10CKB, BapuaH-
TOB TEYCHUST B 3aBUCHMOCTH OT IT0JIa, BO3pacTa Havaja M 3T-
HUYECKOW MPUHAMJIEKHOCTU CYIIECTBEHHO OCJIOXHSET CBO-
€BPEMEHHYI0 JTMArHOCTUKY M TIOAXOAbl K Tepamuu [22—24].
Ha cerogHsmrHmii 1eHb, 10 TaHHBIM OOJIBIIMHCTBA UCCIICI0BA-
TeJjeil, Haubosiee MPUEMJIEMBIMU 110 COOTHOIIIEHUIO YYBCTBU-
TEJIbHOCTU Y CTIE M (DUIHOCTY TSI TTeIUaTPUIECKOM PeBMATOJIO-
ruu nipusHaHbl Kputepuu SLICC (Systemic Lupus International
Collaborating Clinics) 2012 r. [25].

CKB ¢ 1e610TOM B IETCKOM BO3pacTe OTHOCUTCS K YHCITY
HO30JIOTHIl ¢ TIOTEHIIMAJIbHO HEOJIAroNpUsSTHBIM TIPOTHO30M:
TOJIBKO 13% MOTOGHBIX MALIMEHTOB UMEIOT Ge3MeTMKAMEHTO3-
HYIO PEMUCCHIO TOCJIE JOCTVXKEHHUSI COBeplIeHHOIeTUs [26],
Y HUX BBIIIIE YaCTOTa OPTaHHBIX MTOBPEXKICHUIT 1 HIDKE Kade-
CTBO COLMATBHOM amamnTaly, BhIIE PUCK JETAIHHOTO UCXO0-
nmal7,8, 11, 13].
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B Hacrosimiee BpeMsi ¢ yueToM J0Ka3aHHOM CyIIeCTBEH-
HO OoJIblIE 3aMHTEPECOBAHHOCTU I'€HETUYECKOTO (pakTopa
1 1edEeKTOB CUCTEMBI BPOXIEHHOTO MMMYHUTETA aKTMBHO
obcyxkmaeTcst TeMa pekiaccudukaunu 00CKB 1o Bocmanm-
TEJILHOMY CIIEKTPY OT ayTOBOCITAJICHUS JIO ayTOMMMYHUTE-
Ta [13], KOTOpas BKJIIOYAET B TOM YHMCJIe pa3JIMuHble BapuaH-
Thl MOHOT€HHOI BOJIYAaHKM, pacCMaTpuBaecMbleé B OCHOBHOM
B paMKax creuupuIeckoil MmpobieMbl IEeTCKOrO BO3pacTa,
B oTJauyue OT Kiaccuyeckoro BapuaHTta CKB, umeronie-
ro MOJIMTEHHbIN TUMN HacjeaoBaHMs. Ha cerogHsmHuii AeHb
MMEIOTCS TaHHBIE O TOM, uTo Oosiee 100 JOKYCOB CBSI3aHBI
C BOCHPUUMYMBOCTBIO K IIOJUTCHHON (HEMEHIEICBCKOI)
BOJTYaHKE, W 3HAYUTEJIbHOE YKMCJIO MOHOTEHHBIX BapUaHTOB
CKB 1 BoJ14aHOYHOMOMLOOHBIX CUHAPOMOB (0K0JIO 35 Ha ce-
TOIHsS) BepUUIMPYIOTCS OJarogapsi COBEPLICHCTBOBAHUIO
HOBBIX METOIIOB CEKBEHMPOBAHMS, KOTOPbIE MOTYT MICHTH-
uMpoBaTh penkre reHeTUIeCcKre Bapualiy 1o BCeMy TeHO-
my [27, 28]. BaxHoe 3HaueHue B natoreHese CKB umeroT no-
BBILIEHHAsT DKCIpeccus reHos, perynupyeMbix MOH I tuna,
nedeKThl B cUCTeMe KOMIUIEMEHTa, AeMeKThl arornTo3a U ak-
TUBUPOBAHHbBIE ayTOopeakTuBHbIe B-kietku [27].

MoHoreHHasi BoJlYaHKa — 3TO BapuaHT 3a0o0JieBaHMS,
OOBIYHO JeOIOTUPYIOLIMI B paHHEM BoO3pacTe, vaile y Je-
Teil Myamie 5 JeT, ¢ TSKEIBIMU KIMHUYECKUMU TTPOSIBJICHU-
MU, HepellKo — ¢ opaxkeHreM LIHC, O6pIcTphIM HAKOTUICHU -
€M OpTaHHBIX IMOBPEXACHUI, KOTOPhIE CBSI3aHBI C Ne(heKTOM
B ONpeeICHHOM TeHe, 3alyCKaloIMM MeXaHU3M 00pa3oBaHUs
ayToaHTUTEN C (OpMUpOBaHMEM (EHOTHUIIA, XapaKTepPHOTO
st CKB [27, 28]. [TanueHThI ¢ MOHOTEHHOI BOJTYAHKOW UMe-
IOT BBICOKYIO IEHETPAHTHOCTh JINOO JTOMUHAHTHO, JIMOO pelec-
CHMBHO YHACJIeIOBAaHHOTO [TATOT€HHOI0 BapMaHTa B OJHOM I'€He.
Kax yacTHbIi ciiyyaii KpOBHOE POJACTBO OOYC/IaBAMBAET 3HAYU -
TEJbHBIN MOBBIIIEHHBIN PUCK Pa3BUTUSI MOHOTEHHOM BOJTYaH-
KU ¥ TOJKHO YIUTHIBAThCS Y TTAIIMEHTOB C CEMEMHBIMU CITyda-
amu CKB [27—29]. XoTs 60jibHbIE MOHOT€HHOM BOJYaHKOM
COCTaBJISIIOT JIMIIIb HEOOJIBIIYIO YacTh cpeaun nauueHToB ¢ CKB
(nopsinka 7%), ee U3ydeHUE CYLIECTBEHHO PACILIMPSIET IIPE.-
CTaBJIeHWe O TIPUYMHAX U MEeXaHU3Max Pa3BUTHUST BONYAHKH,
a TakXKe O MOTEHUUANbHBIX cTpaterusx jJedeHus [28]. Cpenu
9TUX peakuXx ¢GopM 3abojieBaHUS B MEPBYIO O4yepedb Oruca-
HBI MyTallMM B T€HaX, KOAMPYIOIINX ITyTh KoMmIuieMeHTa. [1o-
MHMO NedUINTa KOMITIEMEHTa, TTONaBJISIoNIee OOTBITMHCTBO
nedeKToB OTAEIbHbIX T€HOB, KOTOPbIE MPUBOASAT K MOHOTEH-
HOM BOJJYaHKE, OTHOCSITCSI K KaTeropuu MHTepdepoHOonaTuii
I Tuna. Inc6ananc onocpenoBanHbeix MPH mMMyHHBIX peak-
Wil 00ycIaBIMBaeT KIMHUIECKHUE OCOOEHHOCTH HO30JIOTHIA,
KJacCU(UUMPYEeMbIX KaK WHTEp(EpOHONaTUM B paMKax ay-
TOBOCITAJIUTENbHBIX 3a00JeBaHUI, KOTOPbIE TMEPEeKPhIBAIOTCS
¢ CKB (mepekpecTt MexXIy ayTOMMMYHHMTETOM U ayTOBOCITaJie-
HueM) [30, 31]. KpoMe 3TX BapuaHTOB MOHOT€HHOI BOJYaH-
KW, Ha CEeTrOIHSIIIHMI IeHb ONMMCAHbl BapUMAHTHI, CBSI3aHHbBIE
¢ nedeKkTaMy TeHOB, KOTOpbIE BIUSIOT Ha MyTH aganTUBHOTO
WUMMYHHUTETa, BKJIIOYAsT aIlorTo3 JUMMOIIMTOB M KOHTPOJIb-
HbIe TOUKHU pa3BuTus B- u T-KieTok, a Takke ne(EKTH TCHOB,
OTBETCTBEHHBIX 32 MeTabou3M [29, 31, 32].

Jlpyrum BaxkHbIM MOMEHTOM, cBsi3aHHbIM ¢ 10CKB, sB-
JsieTcsl o0cykmaeMasi BEPOSITHOCTh TiepeKpecTa MEXIy ayTo-
WUMMYHUTETOM U MMMyHonmepumuTamu. MakTopbl prcKa I0-
JIMTEHHBIX peBMaTUYeCKUX 3a00yieBaHuii, B ToM ynciie 0CKB,
YacTO acCOLMMPOBAaHbl C TEMU K€ T€HaMM, YTO W MYTallUu,
MPUBOJISIINE K BOBHUKHOBEHUIO CUHIPOMOB IMEPBUYHOTO M-
MyHOIeMUIINTA, YTO TTOATBEPKIAET BOBMOKHOCTD €r0 COUeTa-
HUS C ayTOUMMYHHBIMU HapyuieHusimu [31, 33, 34].

HayyHo-npakTtnyeckas pesmaronorus. 2023;61(6):639-649

ITomumo ocobeHHOCTEll TMaToreHe3a W KJIMHUYECKOM
KapTuHbI, coBpeMeHHbIe uccienoBaHus 10CKB ynensiior 601b-
1110¢ BHUMaHMeE MpobjeMaM peaTu3alii KOHLCTIUN «JIeYeHUS
IO TOCTYDKEHMS LIeJn» (treat-to-target) ¢ BO3SMOXKHOCTBIO TIOCTH-
JKeHUS U TIOAJIEPKaHUsI HU3KOM aKTUBHOCTU 3abojeBaHus |35,
36]. s ouenku aktuBHOCTH 10CKB Ha ceromHsIHmii 1eHb 1uc-
MOJIL3YIOTCSI T€ XK€ IIKAJIbI, YTO Y JIJIS1 B3POCJIbIX TAaLIMeHTOB [37].
[1pu onieHKe MOBPEXXACHUS Y AeTeid, B OTJIMUME OT MHAEKCa, UC-
MOJTB3YEMOTO Y B3pPOCIIBIX, OIICHMWBAIOT TaKXKe 3aIepKKY pOCTa
U mnojioBoro pasputus [38]. 3HaUMTETbHOE MCUXOJOTUYECKOE
U COLIMAIbHOE BO3IEiCTBIE 3a00JIeBaHUS 1 €ro JIEYSHMS C yde-
TOM CYIIIECTBYIOILIETO Pa3IMyus B OIMbITE U BOCIPUSITUU 3a00-
JIEBaHUSI IETbMU M B3POCIBIMM TpeOyeT KOMIUIEKCHOTO, Iie-
JIOCTHOTO TIOAXOAAa K JICYCHUIO, YUUTBIBAIOIIETO YHUKAJIbHBIC
MOTPEOHOCTU ATOTO BO3pacTHOro nepuosa [39].

lOBeHMNbHAA cUCTEMHAs CKNEepoaepmus

IOBenwnbHasgs CCH (10CCJl) (cMHOHMM — mporpeccu-
PYIOIIUIA CUCTEeMHBIN CKJIEpO3) CTOMT Ha TPEThbeM MECTe cpe-
I peBMaTUYECKUX 3a00jieBaHUIl OETCKOro BO3pacTa Iocje
IOBEHWIbHBIX Mauonarndeckux aprputroB u 10CKB 1o yacro-
Te, a TaKKe IO BIUSIHUIO Ha KadecTBo ku3HU [40]. [Ipenmona-
raemblii ypoBeHb 3abojieBaeMoctu coctapisier 0,27 Ha 1 MIH
NETCKOTO HAaCeJIeHUsI, paclipOCTPaHEHHOCTh — 3 Ha | MIIH JeT-
ckoro HaceneHus [41, 42]. 3aboeBaHue XapaKTepU3yeTcsl BbI-
COKOI CMepTHOCThIO. BppkmBaemocTh manmeHToB ¢ 10CCI
yepe3 5, 10 u 20 et mocsie ycTaHOBJICHUST IMarHO3a COCTaBMIa
89%, 87,4% wn 82,5% coorserctBeHHO [43]. K Bemyimm daxro-
pam HeOaronpusitHoro nporyosa npu CCJI KakK B 10BeHUJILHOM,
TaK ¥ BO B3pPOCJIOI MOMYJISIIMN OTHOCST MOPaKeHUE CepaeUHO-
JIETOYHOI CUCTEMBI C Pa3BUTHUEM MHTEPCTULIMAIBHOTO TTOpaxke-
Hust aerkux (MI1JI) u neroyHoit apreprallbHON TUIIEPTEH3UN,
OCJIOKHSTIONTUXCST  CEPACYHON HEMOCTATOUHOCTBIO, TSKEJTble
aputMuu [44, 45]. YV nereil KOXHBIN CUHAPOM Hapsiiy ¢ Kjac-
CHUYECKUM MOXET ObITh mpeactaBieH atunuuHbiMu st CCJ
BapyMaHTaMU — OYaroBbIM WJIM JIMHEHHBIM TTOpakKeHUEM, TeMU-
dbopmamu. Cunznpom PeiiHo pa3BuBaetcst y 74—91% nereii, Mo-
KET TIPOTEKaTh CTEPTO, YTO YACTO ACCOIIMUPYETCS C CyXUMU He-
Kposamu [46, 47]. CornacHo uccienoBanuio L. Rutkowska-Sak
U COaBT. [47], OKOJIO TPETH AETE MMEIOT MOpaKEHUE XKETYI04-
Ho-kuireyHoro tpakra (JKKT), o 22,7% — apTpuThI 1 IIPOTEU-
HypHIo, 110 13,6% — MUO3UT U nepudeprIecKyo HelponaTuio.
Octpoe MmopaxeHue MoYeK Io THITY MOYeYHOro KpH3a He Xa-
paktepHo s neteil. CoriacHO TMOCIEAHUM HCCIeI0OBaHUSIM,
npu 10CCJ] BBISIBIISIETCS BBICOKAsI YacTOTa MOPaXKEHUsI JIETKUX
(67—73%) [47, 48]. Tpu 3TOM psii aBTOPOB OTMEYAIOT HEOCTA-
TOYHYIO TUATHOCTUYECKYIO IIEHHOCTh (DYHKITMOHATLHBIX JIETOU-
HbIX TecToB 1151 0CCJI 1pu BEICOKOM MH(POPMATUBHOCTU MYJIb-
TUCTIMPATBHON KOMIbIOTEpHOU TOMorpaduu [49]. JlerouHas
aprepuajibHasl rurepreH3us: paspuBaercss y 6—10% OGOIbHBIX,
MMPEUMYIIIECTBEHHO C JTUMUTUPOBAHHON (hOpMOII Ha TTO3MHUX
cranusx [45, 47, 48, 50]. B oriuuue ot B3pocbIX, TPU IOBEHWUJIb-
HOM Jie0toTe rpeodanaet auddysHast popma 3adoneBanums [S1].
CornacHo uccnenoBanuio 1. Foeldvari u coaBt. [52], mopaxe-
HME cepala Npy JMMUTUPOBAHHOM (popMe HabIromaeTcs yaie
(23%), uem tipu nuddysHoit (3%), Torna Kak npu MOCIeTHEH
yanie auarHoctuposaiochk MIJI. Yactota nuddysHoit u nu-
muTupoBaHHOI (hopM 10CCJI He 3aBUCUT OT MoJjia, HO UMEIOTCS
JIaHHBIE O 00JIbIIEH aKTUBHOCTHY 3a00JIeBaHUS B AE0I0TE Y MaJlb-
yukoB [53]. OmmuurenbHol ocobeHHOocThI0 1 CCI saBnseTcsa
WHBAJIMIV3UPYIOIee HapylIeHUe TIPOITOPLIUI CETMEHTOB Tejla
C y4eTOM pa3BUTHST 3a00JIeBaHUS B TIEPUOJ] aKTUBHOTO POCTa.
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OCHOBHBIE XapaKTePUCTUKUA BOCIAJIUTEIBHOTO W (U~
OPO3UPYIOLLETo MPOLECCOB aHAJIOTMYHBI TIPU Pa3BUTUU 3a00-
JIeBaHUS B AETCKOM BO3pacTe M y B3POCIbIX, HO CIIEKTpP ayTo-
aHTHUTEJ OTJIMYACTCS, B YACTHOCTU, TEM, YTO Y 3HAUMTETbHOMU
4acTH JeTell UPKYJIUPYIOT HETOCTaTOYHO OXapaKTepru30BaH-
Hble aHTUHYKJIeapHble ayroaHTuTena (AHA) [54].

Hnsa Bepudukauuu auardosa 10CCJl uCIronab3yioT Kiac-
cudukauroHHble Kputepuun 2007 T., Ha OCHOBaHUM KOTOPBIX
TMAarHO3 TIOATBEPKIACTCS TIPY HAJTMIMU OOJIBIIOTO KPUTEPUS —
MPOKCUMAJILHOM CKIIeponepMuH (T. €. YIUIOTHEHUS 1 YTOJIIIIe-
HUST KOXM BBIIIE TSICTHO-(haJaHTOBBIX CYCTaBOB) M KaK MUHM-
MyM 2 Manbix KputepueB u3 20 [55]. UMmeroTes gaHHBIE O TOM,
yTo KinaccudukanmonHblie Kpurepun CCJ mist B3poCabIX H0-
CcTaTOYHO 4yBCTBUTENBbHBI U st 10CCJl, ogHako crienudpud-
HOCTb UX y JeTeil He u3ydeHa [56]. IMMyHOJIOrMYECKMiA Map-
Kep 6osie3Hn — AHA — BcTpevaeTcst y O0JIbILIMHCTBA MALIMEHTOB
(80—97%) [57]. Ipu ucciaenoBaHUM CEJIEKTUBHBIX ayTOAHTHU-
TeJI aHTULEHTPOMEPHbIE aHTUTEIa BhIsIBICHBI y 31,8%, aHTu-
Tena K Tonousomepase-1 — y 18,2%, anturena k PM-Scl 100
unu -75 — y 45,5%, antutena k RP11, Th/K, PCNA — B o01ieii
cioxHocTH y 27,3% nanmenToB ¢ 10CCJ [47].

ITo vauumaTube rpynmbl 3kcneproB SHARE B 2021 1.
OBLTU OIyOJIMKOBAHbBI peKOMEHIAIIUM 110 00CIeIOBAHUIO U Jie-
yeHu1o manueHToB ¢ CCJI, nmpemioxkeHa IIKaxa TSDKeCTH 3a-
OosieBaHUsI 1181 00JIee OOBEKTUBHOM OLIEHKU TMHAMUKU COCTO-
sHus nauveHToB [58]. K coxkaneHulo, Ha CeroaHSIIIHUI IeHb
10 OLIEHKE Psifia AKCIIEPTOB, U3 UMEIOIIMXCS MHAEKCOB aKTUB-
Hoctu CCJl HM OIMH TTOJTHOCTBIO HE YIOBJIETBOPSIET TpeOOBa-
HUSIM TIeUaTpuuecKoil mpakTuku [59].

IOBeHWIbHAS JTOKATM30BaHHAST CKIIEPOISPMHUST BCTpeUaeT-
¢ B neauaTpuyeckoit mpaktuke B 10 pas varie, yem 10CCJ [60].
B03MOXHOCTh CUCTEMHBIX IPOSIBJICHUI TIPU 3TOM HO30JIOTMU
C BOBJICUCHHMEM OIOPHO-ABUTATEILHOIO arlliapaTa M BHYTPECH-
HMX OPTaHOB, B TOM YHCJI€ C HEBPOJOTMYECKUMM HAPYIICHUSIMU,
MOpaXkeHWEM COCYIOB, KapIMOPECITMPATOPHBIMU TPOSIBICHUSI-
mu, nopaxkenurem KKT u nmoyek, npubamkaer ee K CUCTEMHOM
dopme [61]. Bapocibie ¢ 10BeHUIbHBIM HAyaIoM 3a00JI€BaHMs
UMEIOT OoJiee Cephe3HbIe KyMYJISTUBHBIC TTOBPEXKICHUS U He-
PEIKO COXPAHSIONIYIOCS aKTUBHOCTh 3a00JIeBaHUST, YTO CBUIE-
TEJbCTBYET O HEOOXOAMMOCTU 0OJiee aKTUBHOM MMMYHOCYTIpec-
CUBHOI Teparnuu JIOKaJU30BaHHON CKJIEPOAEPMUU C AeO0I0TOM
B IETCKOM BO3pacTe.

HOBeHUNbHbIE MAUONATUYECKHUE
BOCNaNUTeNbHbie MUONATUU

IOMBM mnpencraBiasioT coboil Tpyrmy 3abosieBaHUI
NETCKOTO BO3pacTa ¢ BapuabeTbHBIM WMMYHO(DEHOTUTIOM.
OHU XapaKTepU3YIOTCsS TOpakeHUEM MBIIICUYHON CHCTEMBI,
KOXU, BHYyTPEHHUX OPTaHOB U IIMPOKUM CTIEKTPOM MUO3UT-CIIe-
HGUIECKMX U MUO3UT-aCCOLMMPOBAHHBIX ayToaHTUTEN [62].
3aboneBaemocth KOMBM B Bo3pacte ot 2 1o 18 jeT Bapbupy-
eT B nuara3oHe oT 1,9 1o 4 ciyyaeB Ha 1 MJIH B Tofl, pacrpo-
CTPaHEHHOCTh cocTapisieT okojo 2,5 Ha 100 000 merckoro
HaceJieHUs B Bo3pacte oT 2 mo 16 et [63]. Takum obpasom,
IOMBM oTHOCSTCS K KaTeropuyd O4eHb PEIKUX 3a00JIeBaHUI
y IeTeil, HO Ha HUX MPUXOIUTCS 3HAYUTETbHAsl 4acTh TaIlu-
€HTOB, TIOJYJalONINX CTAllMOHAPHOE JIeUeHNEe B NETCKUX PEB-
MaTOJIOTMYECKUX KJIMHUKAX B CBSI3W C TOPIMUAHBIM TEUEHUEM,
BBICOKOI 4aCTOTOM OOOCTpPeHMI, BEOyLIMX K pPa3BUTHIO He-
00paTUMBIX OpPTaHHBIX HapyUIeHW! W paHHEN WHBATUIN3A-
LMK C CYIIECTBEHHBIM YXYAILICHUEM KauecTBa Xu3HM [62, 63].
Ha ocHOBaHWM KIMHWYECKUX M THUCTOIATOJOTMUYECKUX TaH-

642

Hbix FOMMBM MOXHO pa3neiuTh Ha pa3inyHble nmoatunsl. Ha-
nboJIee pacrpocTpaHEeHHbIN MOATUI — IOBEHUIbHbIN 1epMaTo-
muosut (FOIM) — BcTpeuaercs 6osee yeM y 80% MalieHTOB;
32 HUM CJICIYIOT IOBEHWIbHBII MUO3UT B paMKaX MepeKpPeCTHO-
ro cunapoma ¢ apyrumu C3CT, nHaue Ha3bIBaeMblil overlap-
muo3ut (6—11%), u oBeHWIbHbIA noauMmuo3ut (4—8%) [62,
64—66]. CyliecTBeHHO pexe Yy IeTeil BCTPEYaloTCs UMMYHOO-
MocpeoBaHHasl HEKPOTU3UPYIOIasi MUOIIaTHsI, aHTUCUHTETA3-
HBII CUHIPOM U aMMOITaTUYECKMII nepMaToMuo3nt [62]. TaH-
Hble TIOCJIEIHUX MCCJICAOBaHUI TO3BOJSIOT MPEATON0XUTD,
YTO y YaCTHU MAIIMEHTOB C UICXOAHO TMarHOCTUpoBaHHbIM FOIM
WY I0BEHWIBHBIM ITOJIMMUO3UTOM TIEPECMOTp TMAarHo3a Ha OC-
HOBaHWUM TTPOGWISI ayTOAHTUTEST MOXET OBITh CHesiaH B TIOJTh-
3y MMMYHOOIIOCPEIOBAaHHON HEKPOTU3UPYIOLIEH MUOIATUH,
overlap-mMuo3suTa 1100 aHTUCUHTETA3HOTO CMHApoMa [67, 68].
BonbmmHCTBO MCCenoBatesieil coCpeIoTaulBalOT CBOE
BHUMaHMe Ha FOJIM c yueTom ero rpeodyiagaHust B CTPYKTYpe
IOUBM, toraa kak npyrue Bapuantsl FOMBM meHee n3ydeHbl,
M MX COOTHOIIEHUE C KIMHUYECKUMHU (PEHOTUITAMU Y B3POCIIBIX
He yTouHeHo. MenuaHa Bo3pacta nebrora npu FOJIM cocras-
nsieT 7,4 roma [64]. B omimune OT aHAJIOIMYHOrO 3a00JeBaHMS
Y B3pOCIIBIX, IS IeTeil XapaKTepHO 6oJjiee 0CTpoe HavYajlo, Y HUX
yalie BCTPEYaroTCsl BbIPAKEHHbIE KOHCTUTYLMOHAIbHBIE TTPO-
saBJIeHUs] B Ae0rore (ImoxymaHue, jauxopanka) [66]. 8,3—21,7%
MaIeHTOB Ha MOMEHT BepuduKaumnu nuarHosa FOJAM moryt
He MMETh MOBBIIIEHUST YPOBHSI (hepMEHTOB MBIIIIEYHOTO pacia-
na [69, 70], uTo MOXeT ObITh OOYCJIOBIEHO, C OMHOW CTOPOHBI,
pa3BUTHEM 3a00JIeBaHUsI Y ACTE MJIaIIe BO3PACTHOM TPYIIIbI
C HU3KOU MBIIIEYHOW MAaCCOU, C IPyroi — CyIIECTBEHHOMN 3a-
JIepXKKOoM Tpu Bepudukauunu quardosa (6onee 4,5 mecsiuen) |70,
71]. OrnnuurensHoi ocobeHHocThio KOAM ot nepmaTtoMuosu-
Ta B3POCJIBbIX SIBJISIETCSl OOJiee YacToe pa3BUTHE BaCKyJIMTa/Ba-
CKYJIOTIATUH, C KOTOPBIMU CBSI3aHBI PSIIl OPTaHHBIX MTOPasKEHUIA
(s13BeHHO-HekpoTuyeckoe nopaxeHue koxu, 2KKT), Gombiias
yacToTa KaJlbLIMHO3a B JIETCKOM Bospacte, pazsurue WUITT [72,
73]. Ot 5,9 no 52% nauuenTtoB moryt umetb MILI [65, 74, 75].
PasBurue kanpLmHO3a Habmonaercs B 18—47% ciydaes [65, 76,
77]. UMeroTcst JaHHBIE O TOM, UTO KaJbLIMHO3 Yallle pa3BUBaeT-
¢ npu Ae0oTe 3ab0yeBaHUs 10 5 JIeT, a MPU HAJIMUUM auca-
TUU U BBICOKOTO YPOBHS (PepMEHTOB MBIIIIEUHOTO pacriana puck
dopmupoBaHus KaabluHo3a MeHblie [77, 78]. Oxomno 60% mna-
mueHroB ¢ KOAM wumeroT MUO3UT-crielu@uiecKkue aHTUTe-
na (k TIF1 — 17-35%, xk NXP2 — 15-25%, xk MDAS — 6—8%,
K Mi2 — 4—10%), accoluupyomiecst ¢ ornpeaeaeHHbIMUA K-
HUYECKUMU TPOSIBIIEHUSIMU 1 IIPOrHO30M [62, 79].
Amumonarnueckuii FOJIM Bctpedaercs penko (<5% ma-
nuentoB ¢ FOMBM) [62]. CornacHo uccienosanuio P. Gerami
u coasT. [80], y 26% neteii ¢ aMMONMAaTUIECKUM CYOTUITOM pa3-
BuBaeTcs Kiaccuueckuii FOJIM ¢ mosiBIeHMeM XapaKTepHBIX
KOXHBIX M3MEHEHMII B CpelHeM 3a 6 Mec. 10 MaHudecTa-
LMY MBIIIEYHOTO nopaxkeHusl. [TalMeHTsl ¢ aMHONIaTUYeCKUM
IOJIM, xak mpaBWiIO, UMEIOT SIPKO BbIpa’k€HHbIC KJIacCHye-
CKHE KOXHBIE TTPOSIBJICHMST 3a00JIeBaHsI M O0Jiee paHHMIT BO3-
pacT nedtora, MOTYT BISIBIISIThes aHTUTea K TIF1, MDAS [81].
B Hacrosiiiiee BpeMsl CYIIECTBYeT TOYKa 3pEHMs, 4TO Oojiee
MpPaBWIbHO MCIIOJb30BaTh TEPMUH «KJIMHUYECKU aMUOTATH-
YECKUI IePMaTOMUO3UT», TIOCKOJIBbKY IPU YIIYyOJIEeHHOM 00-
CJICIOBAHUU Yy 3TOUM TPYIIIBI MALIMEHTOB MOXET BBISBISITHCS
rnopaxeHue MBI U BHYTpeHHUX opraHoB [81, 82]. Bo3mox-
HO pa3BUTHE KaJbLIMHO3a U SI3BEHHOTIO MOpakeHus KOoxHu [82],
WILJI naxke B OTCyTCTBUE MOpaxkeHUs MbImI [8§3—85].
AHTHCUHTETa3HBIM CUHOPOM — KpaifHe pelKo BCTpe-
yaeTcsl y JleTeil, B CBA3U C YeM JaHHbIe O HEM B OCHOBHOM
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9KCTPAIOJUPYIOTCS M3 B3POCJIOW PEBMATOJOTUYECKOU Tpa-
KTUKM; KaK U Y B3pOCJbIX, XapaKTePHO HAIUYUE aHTUTEJ MPO-
1B aMuHoauua-TPHK-cuHTeTas (aHTUCHHTETa3HBIX AaHTUTE)
Kk Jol, PL12, PL7, PL12, EJ, KS, OJ, Ha u Zo. Cpenu Kiu-
HUYECKUX TPOSIBJICHUI OMUCHIBAIOT CJIA0OCTh MPOKCUMAIh-
HbIX M (100%), aptput (74%), CUHAPOM «PYKHM MEXaHM-
Ka» (32%), nuxopanky (63%), denomen Peiino (32%), UIL
(63%) [86]. CornacHo nanHbIM S. Abu-Rumeileh u coasr. [85],
B rpynne nauveHtoB ¢ FOMBM u UIIJI aHTUCUHTETa3HbII
CHUHAPOM ObLJT AMarHOCTUPOBaH y 7,8% neteii.

HNmmyHoomocpenoBaHHas HEKPOTU3UPYIOIIasi MuUoMa-
THSI — 3TO PEIKWil M HemaBHO ommcaHHBIN monTun KOWIBM,
OTJIMYNTESTLHBIM TIPU3HAKOM KOTOPOTO SIBJISIETCS] HEKPO3 MBbI-
LIEYHBIX BOJIOKOH C OTCYTCTBUEM WJIA MUHUMAJIbHBIM TIPUCYT-
ctBUeM JuMboLUTapHOoil nHmIbTpauuu [87]. Beimensior Ba-
pUaHTBI C aHTUTETaMU K YacTUIIAM PACTIO3HABAHWSI CUTHAIOB
(SRP) u K 3-ruapokcu-3-mMeTInIyTapui-KO3H3UM A-penyK-
Ttaze (HMGCR), a Takke BapuaHT 06e3 ayroaHTturen [68, 87].
Hna pereit ¢ atum cyorunom KOMBM xapaktepHbl BbIpaxkeH-
Hasl MBIIIIEYHAs CIA00CTh ¥ 3aMETHO MTOBBIIIIEHHBIN YPOBEHb MbI-
MEeYHBIX (epMEHTOB B CHIBOPOTKE KPOBHM, MOTYT OTMEYAThHCS
KOXXHBIE Y Ipyrve BHEMBIIIEYHbIC TIPOSIBIICHMsI, BKITIOYAOIINe
aptpainruu, ¢peHomeHn Peitno, a takxke WITJI [87]. IIpu BbisB-
nenuu antuten Kk SRP Moxer Habmonatbcst nucdarusi, a Tak-
e TopaxeHue cepaia [87, 88], TpuW BBISIBJIEHUM AHTUTEN
K HMGCR — BbIpaxkeHHasi ¢1ab0CTb MPOKCUMATbHBIX MBIIIILL,
MBbILLIeYHast aTpodust, KOHTPAKTyphl U apTpairuu [87].

Overlap-MHUO3UT [0 HACTOSIILIETO BPEMEHM HE WMe-
€T eIMHOTO TPU3HAHHOTO OIpeNesIeHNsI, TTIOCKOJIbKY pa3Hble
C3CT MorytT UMeTh CXOXHue KJIMHu4eckue npossiaeHus. Co-
[JIACHO JINTEPATYPHBIM JaHHBIM, OH BcTpevaetcs y 15—20% na-
uueHToB ¢ CCII [89] 'y 2,5-6,3% nauuenrtos ¢ 0CKB [90,
91]. Mo maHHBIM HaIIeTo UccienoBanus, B cTpykrype FOMBM
overlap-muosur cocraBuil 35% ¢ npeoGiiafaHueM COYETAHMS
IOJIM u 10CKB [70]. Haubosee yacTo BbISIBIIIEMbIMU ayTOAH-
TUTEaMU TPU overlap-MUo3uTe SIBASIIOTCSI MUO3UT-ACCOLIMU-
poBaHHbBIE ayroaHTuTena K Ro52 (6—14%), PM/Scl (3—5%),
UIRNP (4—5,6%), XOTs1 ©X MOKHO OOHAPYKUTh 1 TIPU APYTUX
noarumnax KOVBM [62]. IlepekpecTHbIe CUHIPOMBI CBSI3aHBI
C TIOBBILIEHHBIM PUCKOM BHEMBILIEUHbIX MPOSIBICHUI 1 Ooiee
BBICOKUM PUCKOM CMEPTHOCTH, B YACTHOCTH, M3-3a OOJNbIIeH
yacrotel UTTJT [64, 70].

B mocnenHue rombl CylnieCTBEHHbIE TOCTUXKEHUSI OTME-
yaloTcsl B udydeHuu nartoreHeza FOMBM ¢ mokaszaTenbCTBOM
nepBocrerneHHoi poinn MPH kaxk I, tak u 11 Tuna B popmupo-
BaHUU KJIMHUYECKON KapTUHBI 3a00JIeBaHUS C MapayieIbHON
nucperyasiueid T- u B-numbouutos [92—94].

B TeueHue mpoOmOKUTEILHOIO BpeMEHU Jisi Bepudu-
kaumm nuarHo3a KOJM mnpumensummch Kputepun A. Bohan
u J. Peter [95], npemioxennsie umu B 1975 1., ¢ 2006 1. — Me-
KIyHapoIHble auarHoctuueckue kpurepun PReS (Paediatric
Rheumatology European Society) [96]. KiaccubukammoH-
Hele kputepuu MBM, npemnoxeHHblie EBporneickum aibsiH-
COM PEeBMAaTOJIOTMIECKUX aCCOLMAaInii/AMEpUKaHCKOI KO-
nerueit  pesmatonoroB (EULAR/ACR, European Alliance
of Associations for Rheumatology/American College of Rheu-
matology) B 2017 ., TakKe BKJIIOUAIOT PEKOMEHAALIMU TI0 V-
arHoCTHKe HauboJjiee pacrpoctpaHeHHoro cyorurna KOMBM —
IOAM [97]. B oTnmume oT Mpeabliyliyux KpUTEpUEB, OTHUM
u3 npeumyiectBs HoBbix KputepueB EULAR/ACR, cornacHo
UX OLIEHKE Y B3POCIBIX, SIBISIETCS BOZMOXKXHOCTD BBISIBISITH aMU-
omarnyeckuii nepmMatomMuo3ut [98]. B KoHceHCyCHOM pyko-
BOJICTBE, ocHoBaHHOM Ha mHuLMaTuBe SHARE, Kotopoe Tak-
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Ke ObuTo ornyonukoBaHo B 2017 ., U3JIOXKEHbI peKOMEHIaluu
no auarHoctuke FOJIM, Bkitouas ucciaenoBaHus st audge-
peHimarnu FOJIM oT Apyrux MpUYMH MBIIIEYHON c1aboCcTh
U BBISIBJICHUSI OpTraHHBIX HapyineHuit [99]. B HacTosiiiee Bpems
MMeeTCs IMUPOKUIA TIepedeHb CrienUUecKUX TeCTOB JIJIST OIIeH-
KU TOPaKEHUSI MBILLILL U KOXHBIX MOKpoBOB Mpu KOMBM [100,
101]. Bonblioe 3HayeHue a0 BepupUKALMKA JMAarHo3a MMe-
0T COBPEMEHHbBIE MHCTPYMEHTAJIbHBIE METOMIBI 00C/ICIOBaHMS,
B TOM 4YHCJIe MAarHUTHO-PE30HAHCHAs TOMOTpadusl MBIIIIL Oe-
nep u rosieHeit B T1-B3BemieHHOM pexume U B pexxume STIR
(short tau inversion recovery) [102—104]. C nosiBieHUEM COB-
PEeMEHHBIX BO3MOXKHOCTEN Tepanuu cMepTHOcTh pu FOMBM
ymaia g0 2—4%, 4ro MO3BOJWIO MEePEKIIOYNTh BHUMAHUE UC-
cjenoBareieil Ha BapMaHThI C MIEPCUCTUPYIOINIEH aKTMBHOCTBIO
3a00J1eBaHMsI, BOITPOCHI KyMYJISITUBHOTO TTOBPEXIEHUSI OPTaHOB
1 KayeCcTBa XKU3HU, CBI3aHHOTO CO 310poBheM [65, 66]. [Tocaen-
HME TOIbl aKTMBHO pa3padaThiBAlOTCSI MHHOBAIIMOHHBIE METO-
nbl TectupoBaHus 60oabHbIX KOIIM 1 ux ponureneit (PROMIS)
IJIS1 OOBEKTUBU3ALMYI OLIEHKU TICUXO3MOIIMOHAIBHOTO COCTOSI-
Hust maueHToB [105, 106].

CoBpeMeHHbIE yCIieXd B M3yYEHUU TeHETUYEeCKOW ap-
xutekTypbl 1 natoreHe3a C3CT ¢ HajiuMyueM MHOXKECTBEH-
HBIX TIEPEKPEeCTOB MeXIy 3aboneBaHusmu |5, 107, 108], Bo3-
MOKHOCTH 00JIe€ IeTaTbHOTO U3YUEHMS CIIEKTpa ayTOaHTUTEIT,
YIIyOJIEHHOTO MHCTPYMEHTAJIBHOTO OOCIIeNOBaHUsI C YTOYHE-
HUEM KJIMHUKO-JIA0OpaTOPHON XapaKTepUCTUKU 3a00JieBa-
HUSI Y KOHKPETHOTO TMallMeHTa MO3BOJWIM C(HOPMYIUPOBATH
KOHIICTIIINIO TTOJIMAyTOMMMYHHTeTa. B HacTosIee BpemMs 10-
KazaHa KJIMHUYECKU 3HAuMMasi BepOSITHOCTb COUYETaHUsI He-
CKOJIBKMX ayTOMMMYHHBIX 3a00JIeBaHUI Yy OMHOTO TallieH-
Ta [109]. B neTckoM Bo3pacTe BO3MOXKHO KaK OMTHOMOMEHTHOE,
TakK ¥ MOCJIea0BaTeIbHOE pa3BUTHE JIBYX U OoJiee ayTOMMMYH-
HBIX 3200JICBaHMI1; B OTJIMYME OT B3POCJIBIX, Yallle HaOI0IaeT-
¢S TaK Ha3bIBAEMBIil «CKPBITHII MMOJTMAYTOUMMYHUTET» — Ha-
JIMYUe ayTOAHTUTEN, He CBS3aHHBIX HEIMOCPEACTBEHHO C YXe
BepUGUIIMPOBAHHBIM 3a00JI€BAaHUEM 1 HE UMEIOLLIUX ISl HETO
MMPOTHOCTUYECKON IIEHHOCTH, HO MOBBIIIAIOIINX PUCK Pa3BU-
Tnst Apyroro. OMHUM U3 OCHOBHBIX KOMIIOHEHTOM TIpY pa3BU-
THUW TIOJIMAyTOUMMYHHOTO coctosiius y neteit ¢ C3CT siBnsiet-
cs cunapom llerpena [28, 109, 110]. CoriacHO 1aHHBIM paHee
MPOBEACHHOIO HAMU MCCJIEI0BaHMsI, OH ObLI IMarHOCTUPOBAH
y 14,3% nereii ¢ wvCKB [111]. Hannuue coBpeMEHHBIX METO-
OB TMaTHOCTUKHU B MOCJIeAHEe BpeMsl B OOJBIIMHCTBE CIyda-
€B TO3BOJISIET OTKAa3aThCsl OT MCIIOJb3yeMOTO paHee TepMHHa
«HemupdepenmpoanHoe C3CT» («HeaubbepeHIUpPYyeMBblii
KOJIJTar€HO3» ), TIOJl KOTOPBIM Yallle BCEro CKPhIBAIUCH Pas3any-
HbIe BapMaHTBI TIEPEKPECTHBIX CUHIPOMOB, U BEPUDUILIUPO-
Bath nBa u 6onee C3CT y marnueHTa, obecrieunBasi OOJIbIITHE
BO3MOXHOCTH JTOCTVIKEHUSI 1SS TePaITX 1 yJTydIasi IporHo3.

Mpo6nembl hapmakoTepanuu CUCTEMHbBIX
3aboneBaHnint COEQUHUTENbHON TKaHU
C HOBEHWNbHbIM HaYanom

B ocHoBe Benenust mauueHtoB ¢ C3CT nexur paspa-
00TKa IMepPCOHMGULIMPOBAHHBIX IIPOTrPaMM JIEYEHUSI, OCHO-
BaHHBIX Ha MHIMBMIYAJIbHBIX OCOOEHHOCTSIX TEUYEHUs 3a-
0oJieBaHUS M HAMpPaBJICHHBIX Ha JTOCTWKCHUE PEMUCCUN
(MM HU3KOM aKTMBHOCTM) KaK OCHOBBI JJIsI IpeIoTBpallie-
HMSI/MUHAMU3ALUNA HEOOPATUMOIO OPraHHOIO ITOBPEXKIECHUS
U YJIy4YIIeHUsT OTIAJIEHHOIO IIPOrHO3a. DTO HAIUIO OTPaXKeHUe
B pa3pabOTKe PEKOMEHIALIMIA 10 BEAEHUIO MTALIMEHTOB JETCKO-
ro Bo3pacta ¢ C3CT, ocCHOBaHHBIX Ha MOI0OPE ONTUMATIbLHOIO
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COYETaHUST TITIOKOKOPTMKOMWIOB, CUHTETHMYECKMX Oa3MCHBIX
MPOTUBOBOCHIAIUTENbHBIX IPENapaTtoB M TIeHHO-WHXKeHep-
HbIX Ouonornyeckux mpenaparoB (I'MBII), a takxke mpodu-
JIAKTUKE U JIEYUEHUW KOMOPOUIHON MMAaTOMOTUH, OCIOXHEHUN
3a00JIeBaHMsI U HEOJATOMPUSTHBIX PeaKIMil TPUMEHSIeMbIX
npemnapatos [37, 58, 99, 112].

Ha Bo3MOXHOCTb AOCTMKEHUS ycriexa B JIeUEHUM Ta-
uneHToB ¢ C3CT cyliecTBeHHBI OTIMEYATOK HAKIaIbIBa-
0T MHOro(akTopHas STUOJIOTUSI 3a00JieBaHUs, Bapuabesb-
Hasl OJIMOpraHHasl KIMHUYeCKast KapTUHA, BAPUAHTHI TEUEHUST
U CJIOXHBIM MMMyHomaroreHes [5, 6, 113]. Ilporpecc B ¢byH-
MAMEHTAJILHBIX WCCIIEIOBAHMIX, KOTOPBI TTO3BOIII YIIyd-
IIATh TMOHUMaHue MexaHu3MoB uMMyHomnarojoruu C3CT,
CTaJl TEOPETUYECKUM OOOCHOBAHUEM IS Pa3pabOTKU HOBBIX
MOAXoA0B K (hapMakoTepanmuy 3TOW TPYMIbl 3a00JieBaHUIA
¢ npuMeHenueMm ['MBI1. Mexanusm nevictBust [UBIT cBsizan
¢ OGJIOKMpOBAaHUEM MOJEKYISIPHBIX M KIETOYHBIX OWOJIOTH-
YECKHUX «MULIEHE», YJaCTBYIOIIMX B Pa3BUTUU BOCHAJICHUS
u ayroummyHuteta (uutokuHbl, MOH I Tuna, KOMIOHEHTHI
KOMIUIEMEHTa, BHYTPUKJIETOUHbIE CUTHAIBHBIE TIYTU U (hak-
TOPBI TPAHCKPUIIIIUU, MOLYJIUPYIOLINE AKTUBHOCTb LINTOKM-
HOB), a TaKXX€ UMMYHOMETa00JIMYECKUX MTPOLIECCOB B KJIETKAX
MMMYHHOUM CUCTeMBI M MAaTOJOTMYECKOil akTuBauuu B-kie-
TOK U TIJIa3MaTUYECKUX KIeToK [114]. OcoOblii MHTEpEC ¢ yue-
TOM JaHHBIX O (YHIAMEHTAJTLHON pOJU TATOJIOTUIECKON
aktuBaluu B-kietok B matoreHeze C3CT mpeacraiseT pas-
paboTKa TpenapaToB, creuupuIecKu MOAYIUPYIOIIUX (HYyHK-
LIMI0 WM BbI3bIBaroIIMX wuctoimieHue (depletion) B-kimeTok
U T1a3Matuyeckux kietok [115—117]. Jpyrum BaXHbIM Ha-
TpaBJIeHNEeM pacCIIMPeHUs] TePareBTUISCKUX BO3MOXKHOCTEI
npu C3CT crano uzyyeHue UHTEPHEPOHOBOrO IMyTU IaTOre-
He3a UMMYHOOIIOCPeIOBaHHbIX 3a0oneBanuii. Hapyienue pe-
rynsuun repenadn curHanioB MPH 1 tuna oGHapykuBaeTcs
y MHorux nanueHToB ¢ CKB u apyrumu C3CT, u cTeneHb 3T0-
rO HapyLIeHUs PeryJsiUU CBsI3aHa C TSKECThbIO 3a00JieBaHusl,
yto penaer MDH | tnna TepaneBTMyecKkn 3HAYNMBIMU MUILIE-
Hawmu [8, 19, 113].

Cpenn ocobeHHOCTE! MPUMEHEHUSI COBPEMEHHBIX BO3-
moxHocteir Tepanuu C3CT y mamueHTOB AETCKOTO BO3pa-
CTa clenyeT OTMETUTb HECKOJbKO KIIOYEBBIX: IKCTPAIOsi-
WS Pe3yIbTaTOB, TIOJYYEHHBIX B XOJIe M3YUEHUsI MPErapaTtoB
Ha B3pOCJIOM KOHTUMHIEHTE; BO3PACTHbIE OCOOEHHOCTH HEXe-
JIaTeJIbHBIX peaklMii Ha Tepanuio Hapsiay ¢ MPOAOJIKAIOLIU-
MuUcsl TipolieccaMu (pU3UYECKOro, YMCTBEHHOTO M TCHUXOCO-
LIMATLHOTO PAa3BUTHUSI; CYIIECTBYIOIIAsl TOUYKA 3PEHUSI O TOM,
YTO OTBET Ha 3Ty TEpaIuio MpU IOBEHUIbHOM Hayajse 3aboJie-
BaHMS HE TOJBKO BaxKeH Ul 00ecreyeHs KOHTPOJIS Hal ero
AKTUBHOCTBIO, HO TAKXK€ MOXKET CTaThb OCHOBOW MJIsI OYIyIIMX
MMMYHOIIATOJIOTUYECKNX WM TeHeTUYeCKUX WCCIeIOBaHUI
C y4eToM crieludUKr UMMYHOOIIOCPEIOBAHHBIX 3a00JIeBaHU I
y nereit [5, 14, 118]. JJlocTaTOYHO MOIIHBIX PAHIOMU3UPOBAH-
HBIX KOHTPOJMPYEMbIX UCCTIEJOBAHUN, B OTJUYLE OT B3POCIIbIX
MalMeHTOB, HEOCTAaTOYHO, HO OHU UMEIOT KJTI0UeBOe 3Haue-
HWe TS yIyqIIeHUs UCXOMoB 3aboneBanmii [118].

IMonapnsitoniee OOMBUIMHCTBO MCCIEIOBAHUI, TOCBSI-
LIEHHBIX MPaKTUYeCKUM acrekTaM aHTU-B-kieTouHoll Tepa-
MU, CBSI3aHO ¢ M3ydyeHHeM 3(DGEKTUBHOCTH U OE30MTaCHOCTH
npenapata putykcumad (PTM), MOHOKJIOHaJIBHOTO XUMeEp-
Horo aHtutena Kk CD20 antureny [119]. Hecmotpst Ha oTCyT-
CTBUE 3aperucTpMpOBaHHBIX MOKa3aHUN B IeAMATPUYECKOM
MpaKTUKe, 332 WCKIIOYEHWEM TpaHylIeMaTo3a C TOJIMAHTUU-
TOM U MUKPOCKOMTMYECKOTO TOJIMAHTUUTA Y JIeTell B BO3pacTe
ot 2 siet u crapiiue, PTM ucnonssyercsa npu C3CT y nereit
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C BBICOKOI 3(D(PEeKTUBHOCTHIO U XOpOLIUM IpoduiieM Ge3orna-
cHoctu [120—124]. Ha cerogHsIIHUI IeHb B I€TCKOM peBMaTO-
noruveckom otaeneHun ®I'bHY HUUP um. B.A. HacoHnoBoit
HakoruieH onbIT npuMmeHeHust PTM npu C3CT y 107 nereit,
HaumHas ¢ 2009 roma. BaxHbIM mocTuxeHuwem dapmakoTe-
panuu CKB crana pa3paborka npernapara 0eauMmyma0, mpen-
CTaBJISIIONIETO CO0OI YeIoBeYeCKe MOHOKJIOHATIbHBIE aHTH-
tena (IgG1M) x dakropy aktuBanmu B-kietok (BAFF, B cell
activating factor), mpuHaaIexalieMy K ceMeicTBY (hakTopa He-
kpo3a omyxoiau (PHO), kotopsiit sBasiercst nepsbiM [UBIT,
cIienMaabHO pa3paboraHHbIM I jtedeHuss CKB u eguHCT-
BEHHBIM 3aperMCTPUPOBAHHBIM I10 TTEIMATPUYECKUM TToKa3a-
HusiM [125, 126]. Hauunas ¢ 2019 1. onbIT IpUMeHEHHs 3TOTO
npenapara y neteit B®I'BHY HUMP um. B.A. HacoHoBoii Ha-
cuutbiBaeT 30 marmeHToB. OnbiT ipuMeHeHust MBI ¢ npyru-
MM MeXaHM3MaMu OeiCcTBus, BKIodas nHruouropsr ®HO-a,
abararent u Tormmm3yma6, mpu C3CT y nereit 6osee orpaHu-
ueH [123, 127—129].

Ha ceromHsiHuMiA eHb XOPOIIUI MTOTeHIIUA [UTSI Tab-
Heiimein peanuzauuu B JedyeHun C3CT ¢ 10BeHWJIbHBIM Ha-
YaJioM JEMOHCTPpUPYIOT MHruouTopsl SAHyc-kuna3 [130, 131],
YTO HAXOIUT OTPAXKEHME U B HAIIEil KIIMHUIECKOI ITPaKTUKE.

3aknwoyeHue

Hauunas ¢ 1960-x rr. HaGII0AaeTCsT 3HAYUTEbHBIN PO~
rpecc B IOHMMaHWK BOTIPOCOB TMAaTOTeHe3a, AMATHOCTUKU, OTI-
penenenust aktuBHOCTH C3CT ¢ 1OBEHWIBHBIM HAYaioM; I10-
SIBUJIMCh CYIIIECTBEHHO OOJIBIIINE BO3MOXHOCTU B JICUCHUU
STOI TPYIIBI 3200JIEBAaHUH € YTyUIIEHUEM JOJTOCPOYHOTO MPO-
rHo3a. TeM He MeHee, HeCMOTpSI Ha 3HAUUTEIbHbIE YCTIEXU B 13-
yueHun C3CT y nmeTeii, JOCTUTHYTBHIE K HACTOSILIEMY BPEMEHH,
WX COBpeMeHHasl KIIMHWYecKasl KiaccuuKaius He NaeT Beelt
nHbOpMaI, HEOOXOMUMOI IS TTPOTHO3UPOBAHUS U TIEPCO-
HUDUIMPOBAHHOTO BbIOOpa Tepanuu. MHoOrue ucciaenroBaHus
BBISIBUJIM KaK MOJIEKYJISIPHBIE CXOACTBA, TaK U PA3INUMS MEXIY
3200JIeBaHUSIMU 3TOH TPYIINbI, a TAKXKe pa3Inyusl B MaTOreHe3e
U KJIIMHUYECKUX TMPOSIBJICHUSIX ONHOTO U TOTO K€ 3a00JIeBaHUS
Y Pa3HBIX TAIMEeHTOB. MHTerparus 601bIx 00eMOB TaHHBIX,
TIOJTyIeHHBIX U3 YETKO OIpeAeIeHHBIX TIeIUaTpuecKuX KOropT
¢ pasanyHbiMu C3CT ¢ ucrnosib30BaHUEM Pa3IMYHbIX MHOTO-
MEPHBIX TEXHOJOTMYEeCKUX IUIaThopM, B MEPCHEKTUBE MOMO-
KeT JIy4llle BBISICHUTh MEXaHU3MBI, JieXallllie B OCHOBE IaTOJIO-
TMYECKOTO Tpoliecca. AHAIU3 3TUX JaHHBIX OyleT HeOOXOauM
IUTSE TOYHOU cTpaThudUKaIuy 3a00JIeBaHNUS 1 OKAXET TOJIOKU-
TEJIbHOE BIIMSTHUE Ha TIPOTHO3 M BBIOOP JICUCHUSI.

Cmambs nodeomoenena 6 pamkax yHOAMeHMANbHO20 HA-
VUHO20 UCCAe008aHUS NO meme «BolaseieHue KAuHu1eckux geHo-
MUNO8 U NPOSHOUPOBAHUE BAPUAHIMOE MEUeHUS AYMOUMMYHHbIX
U aymosocnaiumensHblX peeMamuvecKux 3a00neeanuil dem-
ckoeo eospacma» FURS-2022-0001, peeucmpayuonnblii Homep
6 ETUCY 1021051302580-4.

IIpo3paunocms uccaedosanus
Aemopbl Hecym NOAHYIO OMEEMCMEEHHOCHb 3a NPedocmas-
JNeHue OKOHYamenbHOll 8epcu PYKONucU 8 neuama.

Jlexaapauus o punancoewix u opyeux 63aumoomHouleHUsX

Bce asmoput npunumanu yuacmue 6 pazpadomke KOHUenyuu
cmamou u 8 Hanucanuu pykonucu. OKOHUamMenbHas eepcus cma-
mbu Oblna 0000pera cemu asmopamu. A8mopsl He NOAYHANU 20HO-
pap 3a cmamauio.

HayyHo-npakTtuyeckas pesmaronorns. 2023;61(6):639-649
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