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Cmewannoe 3abonesanue coedunumenvroi mxanu (C3CT) omnocumes k kamezopuu ouenb peOKUX CUCIEMHbIX aYMOUMMYHHbIX 00ae3Hell, 8
npakmuke 0emcko2o peemamonoea Ha e2o 0oaio npuxooumes 0,1—0,6% cayuaes. Jns C3CT xapakmepHol WupoKuii CneKmp KAUHUMECKUX
NPOsGACHULL U BbICOKASL YACMOMA KPAliHe HeCReuU@U4ecKux CUMIMOMO8 8 0e0me ¢ NOCMENeHHbIM MeOACHHbIM POPpMUPOSaHUeM 0bujel
Kapmunbl 3a604e6anusl. Jluaznos vacmo 3anazovleaem u 8epupuuupyemcs yice Ha nPOOSUHYMOLL CMAdUU OPeaAHHbIX HaAPYUIEHUT C PA36UMUeM
HeoOpamuMbix no8pedcoeHuUll.
Ilean uccaedosarnus — 6 OMKPbIMOM OOHOUEHMPOBOM CHAOUIHOM PEMPOCHEKMUBHOU UCCAe008AHUU CPedu NO3UMUBHBIX NO AHMUMENAM K PU-
oonykaeonpomeunry (anmu-PHII) 6oabHbix 6bideaums epynny nayuenmos, coomeemcemeyiowux kpumepusm C3CT, u npoanaruzuposams y
HUX demozpaghuueckue, KAuHU4ecKue u 1a60pamopHvle 0COOEHHOCMU, a MAKIce MePanuio.
Mamepuaa u memoovt. B ucciedosarue exaiouensl 6ce nozumuehvie no anmu-PHII nayuenmot, 20cnumanuzupogantvie  0emckoe omoeneHue
@I'bHY «Hayuno-uccaedosamensckuii uncmumym peemamonoeuu um. B.A. Haconosoit» ¢ 2019 no 2023 2. u coomeemcmeosaguiue xoms 0bl
odHomy u3z éapuarmos kpumepues C3CT (kpumepuu Kacykaswl, Anapkona-Ceeosuu, Kana u lllapna).
Pesyavmamot u oocyncdenue. Kpumepusm C3CT coomeemcmeosanru 18 (56,25%, 17 desouek u 1 marvuuk) uz 32 nayuenmos, no3umueHbix
no aumu-PHII. Hauboaee wacmo 60avhble nooxoduru nod komounauuro kpumepues — Illapna u Kana (n=38) uau Anapxona-Ceeosuu u Kana
(n=38). Meduarna éo3pacma nauana C3CT cocmasuna 12,2 [9,7; 13,9] ecoda. Camvimu uacmvimu KAUHUHECKUMU NPOAGACHUSMU OblAU APMPUM
(100%), paznuunsie nopaxcenus koxcu (94,4%), cunopom Peiiro (88,9%), aumepadenonamus (72,2%), 00uek OHCMUmyyUOHAAbHbLE HAPYUICHUS
(50%). Cundpom Illecpena (CIII) ouaenocmuposan 'y 17 (94,4%) nayuenmos. Y écex 60avHbix 00Hapyscen anmunykaeaprsiii pakmop (AHD)
1/1280, a yposenv aumu-PHII cocmaéasn >200 Ed/ma. Bcmpeuanucy maxace aumumena k dgycnupanvhoil IHK (n=5), Ro- (n=4) u Sm-
(n=5) anmueenam. Y 6 nauuenmoe evisenen IgM peemamoudnsiii pakmop, y 10 — eunepeammaenobysunemus. Kanuanspockonuueckue
UBMEHeHUsl HO2Meg020 10Xca ¢ npeobaadanuem ckaepodepmuueckoeo muna oonapyxcensvt y 77,8% nayuenmos. Haubonee uacmo ecmpeuanocsw
couemarue curndpoma Peiino, apmpuma, CII, aumepadenonamuu u eunepeammazrodysunemuu (50%).
Bce 6oabnbie noayuanu enrokokopmukoudst, 9 — eudpoxcuxiopoxut, 8 — memompekcam, 3 — mukogpenonama mogpemun, 1 — yukrogocgat,
1 — azamuonpun. Tenno-unxcenepnoiii 6uonoeuueckuii npenapam (I'UBII) 6o naznauen 12 (66,7%) nayuenmam: 3 — pumykcumao, 8 —
abamauenm, 1 — beaumymao, npu 3mom HabAOANUC NPUEMAEMBLIL NPOPUAL 0e30NACHOCMU U HAYANbHAS IPPeKMUBHOCMb.
Saxarouenue. BoavuuHcmeo nayuenmos 8 uccaedosanuy coomeemcmeosanu kpumepusm Kauna. Jluwo 2 604bHbIX 0meeuani cem apuanmam
Kpumepues, 4mo ykKazvleaem Ha Heo0Xo0UMOCmb UCN0Ab308aHUs KomouHayuu kpumepuee npu nodospenuu na C3CT. Couemanue cunopoma
Peiino, apmpuma, CII, aumepadenonamuu u eunepeammaerodysunemuu Habaroasocs y noaosunsvt 6oavivix ¢ C3CT. Haauuue cunopoma
Peiino, evicokoeo mumpa AH® y demeii ¢ pesmamuueckumu 3a0604€6aHUAMU, 0COOCHHO ¢ NOAUMOPPHOU KAUHUHECKOU KapMUHOLUL, mpebyem
exarouenuss C3CT 6 kpye dughdhepenyupyemuix cocmosuuii. Ilpedsapumenvruie pezyavmamol ceudemenbcmeayom o 6e30naACHOCMU NPUMEHEHUS.
TUBIT y demeii ¢c C3CT.
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Mixed connective tissue disease with juvenile onset: results of a retrospective single-center study
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Mixed connective tissue disease (MCTD) is one of the very rare systemic autoimmune diseases, it accounts for 0.1—0.6% of cases in pediatric
rheumatologists' practices. MCTD is characterized by a broad spectrum of clinical manifestations and a high frequency of extremely unspecific
symptoms at the onset, with the overall picture of the disease forming slowly and gradually. The diagnosis is often delayed and confirmed only at

62 Coepemennas peemamonoeus. 2024;18(1):62—69



COBPEMEHHAA PEBMATONOTIUNA Ne1’24

OPUTHHANDHBIE HCCNEROBAHHUA / ORIGINAL INVESTIGATIONS

an advanced stage of organ dysfunction with the development of irreversible changes.

Objective: to identify a group of patients fulfilling the criteria for MCTD in an open, single-center, continuous retrospective study among anti-ri-
bonucleoprotein (anti-RNP) antibody-positive patients and to analyze their demographic, clinical and laboratory characteristics and therapy.
Material and methods. All anti- RN P-positive patients admitted to the pediatric department of V.A. Nasonova Research Institute of Rheumatology
Sfrom 2019 to 2023 and meeting at least one of the variants of the MCTD criteria (Kasukawa, Alarcyn-Segovia, Kahn and Sharp criteria) were
included in the study.

Results and discussion. 18 (56.25%, 17 girls and 1 boy) of 32 anti- RN P-positive patients fulfilled criteria for MCTD. Patients most frequently
fulfilled a combination of criteria — Sharp and Kahn (n=8) or Alarcyn-Segovia and Kahn (n=8). The median age of onset of MCTD was 12.2
[9.7; 13.9] years. The most common clinical manifestations were arthritis (100%), various skin lesions (94.4 %), Raynaud's phenomenon
(88.9%), lymphadenopathy (72.2%) and general constitutional disorders (50%). Sjogren's syndrome (SS) was diagnosed in 17 (94.4%) patients.
All patients had antinuclear factor (ANF) 1/1280, and the anti-RNP level was >200 U/ml. There were also antibodies against double-stranded
DNA (n=5), Ro- (n=4) and Sm- (n=35) antigens. An IgM rheumatoid factor was detected in 6 patients and hypergammaglobulinemia in 10 pa-
tients. Capillaroscopic changes in the nailfold with predominant scleroderma type were found in 77.8% of patients. The most common combination
was of Raynaud's phenomenon, arthritis, SS, lymphadenopathy and hypergammaglobulinemia (50%).

All patients received glucocorticoids, 9 — hydroxychloroquine, 8§ — methotrexate, 3 — mycophenolate mofetil, 1 — cyclophosphamide, 1 — azat-
hioprine. Biologic DMARDs (bDMARDs) were prescribed to 12 (66.7%) patients: 3 — rituximab, 8 — abatacept, 1 — belimumab, with an accep-
table safety profile and initial efficacy.

Conclusion. Most patients in the study met the Kahn criteria. Only 2 patients met all variants of the criteria, which indicates the need to use a
combination of criteria when a MCTD is suspected. A combination of Raynaud's phenomenon, arthritis, SS, lymphadenopathy and hypergam-
maglobulinemia was observed in half of patients with MCTD. The presence of Raynaud's phenomenon and high ANF titer in children with rheu-
matic diseases, especially with a polymorphic clinical picture, requires the inclusion of MCTD in differential diagnosis. Preliminary results indicate

the safety of the use of biologic drugs in children with MCTD.

Keywords: mixed connective tissue disease; antibodies against ribonucleoprotein; childhood.
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CwmernranHoe 3a0osteBaHme coeauTeTbHOl Tkanu (C3CT) —
penKoe CUCTEMHOE ayTOMMMYHHOE 3a00JieBaHue, TSI KOTOPOTO
XapaKTepHO COUeTaHNe HATMUUST aHTUTE K PUOOHYKIICOTIPOTENHY
(antu-PHIT) B BBICOKOM TUTpe U TPOSIBJICHUIA O MEHbIlIEH
Mepe NIByX M3 CIEAYIOIIMX 3a0071eBaHUI: CUCTEMHOI KpacHOM
Boruanku (CKB), nepmatomuosuta (AM)/mommmuosuta (ITM),
cucremHolt ckiepogepmun (CCJl) m peBMaTOMIHOTO apTpuTa
[1]. BompmmHcTBO aBTOpoB onuchkiBaroT C3CT Kak camMocTosI-
TeJIbHYI0 HO3oJioruio [1—3], HEeKOTOphIe MOoJIaralT, YTO OHa
MOXET MPeACTaBIsITh COOO0I paHHIOIO CTANIO YETKO OYEPUYSHHOTO
CHCTEMHOTO 3a00JI€BaHUsI COEAMHUTENbHON TKaHU, HalpUMep
CKB wiu CC. Psn aBropoB otHocut C3CT K onHOMY 13 Ba-
pUaHTOB TiepekpecTHbIX cuHApoMOB [4]. C3CT He nMeeT yHU-
KaJIbHBIX KIMHUYECKUX OCOOEHHOCTEN, U CyIIECTBYIOT 3HAUU-
TeJbHbIE UHAWBUAYAJIbHbBIE PA3INYUS B €T0 KITMHUYECKUX MPO-
apneHusix. [To ganubiM R. Gunnarsson u coasT. [5], B HopBeruu
3abosneBaeMocth C3CT cocraBuia 2,1 Ha 1 MJIH B roji, pacrpo-
cTpaHeHHOCTh — 3,8 Ha 100 Thic TpU IOBEHWIBHOM Hauasie u 3,4
npu aedrore mocie 18 ner, 76,9% OOIbHBIX ObUIM XEHIIUHEI.
B arom uccnenoBanun y 10,2% maumenroB quaruno3 C3CT Be-
pudunmpoBaH g0 18 net, MeauaHa Bo3pacrta aediora — 13,0
[11,6; 14,4] net. OnHAKO aBTOPHI OTMEUYAIOT, YTO HayaJlbHbIC
nposiBieHuss C3CT no 18 et 3apuKcupoBaHbl Y OONBIIMHCTBA
mamenToB (17,7%) [5]. B uenom C3CT oTHOCHUTCS K YMCITY
PEIKUX TTATOJIOTHIA ¢ IOBEHWJTbHBIM HAYaJIoM, B TIPAKTUKE IETCKOTO
peBMaToJIorTa OHO BCTpPEYAeTCsl, MO Pa3HbIM NaHHBIM, B 0,1—
0,6% cnyuaes [4, 6]. s C3CT xapakTepHbl LIUPOKUIA CIIEKTP
pa3HOOOpa3HbIX UBMEHEHUI U, KaK MPaBUJIO, BbICOKAsl YacToTa
KpaitHe HecrieLM(UIeCKUX MPOSIBIEHUI B IE0I0TE C MOCTENEHHBIM
MeIJIEHHBIM (hOpMUpOBaHUEM OOIIell KapTUHBI 3a00JieBaHUs,
TO3TOMY JMATHO3 YacTO 3alla3ablBaeT M BepUMUIIPYETCs yKe
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Ha IIPOJABUHYTO CTaIK OPTaHHBIX HAPYIIEHU, KOTAa UMEIOTCST
HeoOpaTuMblie ToBpexnaeHust [7]. Autu-PHIT moryt npucyr-
CTBOBAaTb U TIPU APYTUX YETKO OYEPUECHHBIX HO30JOTHSIX, TAKUX
kak CKB, CCJI, uauonaTuyeckue BocnaauTeIbHbie MUOIIATUH,
cunapom Illerpena (CII), u B psige ciiydyaeB CBSI3aHbI C OTIACb-
HBIMA KJTMHUIECKUMM TIPOSIBIICHUSIMU, HAIIPUMEP CO CKIIepO-
JIepPMOTIONOOHBIMI U3MeHeHHsIMK Y nateHToB ¢ CKB [8—10].
B HacTosimiee BpeMsl CyIIecTBYeT YeThIpe BapuaHTa KiacCcupu-
kanoHHbIX kputepueB C3CT (tada. 1) [11]. [To maHHBIM
R.J. Mier u coasr. [12], B meauaTpuyecKoii pakTUKe Jyale npu-
MeHsoTest Kputepur KacykaBbl. [IpoGiieMbl BO3HUKAIOT HE
TOJIBKO TIPY TUATHOCTUKE, HO U MPU Ha3HAYCHWU JICUSHUs T10-
MOOHBIM TIAlIMEHTaM, TTOCKOJIbKY TOJTHOIIEHHbBIe KIMHUYeCKre
pexomenaanmu 1o tepanuu C3CT He paspabotansl [7]. UTo ka-
caercs sBomonun C3CT, To, B uccinenoBanum S. Cappelli u
coaBT. [13] mpumepHo 4yepe3 9 Jer nocjae Havyada HaOJIOIECHUS
oyt 60% TalMeHTOB BCE eIlle COOTBETCTBOBAIM KPUTEPUSM
Kacykassl, y octanbHbIX 17,3% oTMedaoch MporpeccupoBaHne
1o CCAny9,1% — no CKB.

3a 20 mocyieHME JIET B aHTJIOSI3BIYHOM JIMTepaType OIy0JIr-
KOBaHO TOJIbKO 4eThbipe coobinenust o C3CT y mereii [4, 14—16].
ITpuHMMas BO BHUMaHUE CIOKHOCTU IMarHOCTUKYU JTaHHOM Ma-
TOJIOTUM B peaJIbHOM KIMHUYECKOM MpPaKTHKEe, U3yIeHHE OCO-
oenHocteit C3CT B 1eTCKOM Bo3pacTe MpeacTaBlIsieTCsl aKTyaTbHOM
3aadeit.

Iems niccieoBaHMsI — B OTKPBITOM OJHOLICHTPOBOM CILIOIII-
HOM PETPOCTIEKTUBHOM MCCIeA0OBaHUM BBIACTUTH CPeIU OOTBHBIX,
NO3UTUBHBIX 110 aHTU-PHII, rpyniy nanueHTOB, COOTBETCTBYIO-
wux kputepusM C3CT, u npoaHaJIM3UPOBaTh y HUX JeMOrpa-
rueckue, KTMHMYECKUE 1 JJabOpaTOpHbIe 0COOEHHOCTH, a TAKXKE
Teparnuio.
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Taommua 1. Knaccudukannonnsie kpurepuu C3CT [11]
Table 1. Classification criteria of the MCTD [11]

G.C. Sharp
M COaBT., 1972

D. Alarcyn-Segovia
u M. Villareal, 1987

bonvuue kpumepuu:

1) BBIpakeHHBIN MUO3UT;

2) opaxeHue JeTrKux;

3) cunapom PeitHo nin
TMITOTOHMS TIMILEBO/IA;

4) OTEYHOCTD MaJIbLIEB WU
CKJIEPOIAKTHIIVSI;

5) antu-PHII+, anT-Sm-

Ceponoeuneckuii kpumepuii:
antu-PHII >1:1600

Manvie kpumepuu: Kaunuueckue kpumepuu:

1) anoneuust; a) OTEYHOCTh KUCTEil;
2) NeMKONEeHUS; 0) CUHOBWT;
3) aHemus; B) MUO3UT;
4) IJIeBPUT: T) cuHIpoM PeiiHo;
5) nepuKapauT; 1) aKPOCKJIEPO3 C MPOKCUMAIbHOM
6) apTpur; cKJIepoaepMuei uiu 6e3 Hee
7) HEBPUT TPOMHUYHOTO
HEpBa;

8) cKyJi0Bas ChlIIlb;
9) TPOMOOIIUTOTIEHUST;
10) HeBbIpaXKEHHbBIIT MUO3UT;
11) oTeuyHOCTh KUCTEI
B aHaMHe3e

Jlocmoseprblii OuaeHo3:

4 GONBIIVX KPUTEPUSI, aHTUTETIA
k UI-PHII >1:4000, orcyTcTBHE
aHTH-Sm

Beposmnblii duaehos:

3 OOJIBILIUX KPUTEPUS U OTCYT-
CTBUE aHTU-SM WU 2 OOJIBLINX
Kputepus + 1 Masiblii KpUTEpUit,
antutena Kk UL-PHIT >1:1000

JlocmogepHulii duaeHo3:
CEPOJIOTUYECKUI KpUTEpHii + 3
KIMHUYecKux kpurepus. Eciu
VIMEIOTCSI KPUTEPUH 4, 2, 0, TpeOy-
€TCsl HaIMY1e KpUTEpUEB 0, 6

R. Kasukawa
M c0aBT., 1987

M.F. Kahn
M CoaBT., 1989

1. Obwue cumnmomor:
a) cuHapom PeiiHo;

0) OTEYHOCTb NaAJIbLIEB
2. Aumu-PHIT+

1. Ceponoeuneckuii kpumepuii:
BBICOKMI1 ypoBeHb aHTH-PHII,
COOTBETCTBYIOIIUI KpAImyaToMy
AHO®, B tutpe >1:2000

3. Cumnmombt
CKB:

a) TIOJIMapPTPUT;

0) azieHonarTus;

B) CKYJIOBAsI ChIIlb;

I') CEPO3UT;

1) ICIIKO-/TPOMOOLIMTONIEHUST

CCH:

a) CKJIepOIaKTHIINS;

0) (ubOpO3 JIerkux Win pe-
CTPUKTUBHBIE U3MEHEHUSI
JIETKUX;

B) TMITOMOOWIIBHOCTD WJIA JH-
JlaTaiysi MIIeBoIa

[IM:

a) MblLLIeYHas c1aboCTh;

0) MOBBILICHUE YPOBHS
(bepMeHTOB;

B) MUOT€HHbBIE U3MEHEHUST
npu DMI

2. Knunuueckue kpumepuu:
a) cuHapom PeitHo;
0) CUHOBWT;
B) MUO3MT;
) OTEYHOCTb MAIbLEB

Jlocmosephulii OuaeHo3:

1 13 2 00X CUMIITOMOB +
antu-PHII + >1 npusHak u3 2
clieyIonux 3a001eBaHuil COen-
HurtenabHoi TKanu: CKB, CCJI,
M

Jlocmosephulii duaeHo3:
antu-PHII + cunapom Peiino +
>2 U3 OCTaJIbHBIX 3 KPUTEPUEB

IIpumeuanue. AHTH-Sm — aHTuTeNa K aHTureny Cmuta; U1-PHII — antutena x pubonykineonporeuny Ul; OMI — anektpomuorpadust;

AH® — aHTUHYKJI€apHbIi hakTop.

Marepnan u Metoabl. [To3utuBHbIe 10 aHTH- PHIT 6016HBIE
BBIOpAaHbI U3 KIMHUYECKOU 0a3bl JTaHHBIX 1ETCKOTO PEBMATO-
nornueckoro otaeneHus ®IBHY «HayuHo-uccnenoBarenbcKuit
MHCTUTYT peBMmaTtosioruu um. B.A. Haconosoit» (HUMP um.
B.A. HaconoBoit) 3a nepuon ¢ 2019 o 2023 r. lyis1 netanbHOTO
WCCeAOBAHUS U3 3TOM I'PYIIbLI OB OTOOPAaHBI MAIlUCHTHI,
KOTOpbIE COOTBETCTBOBAIM XOTS OBl OMHOMY M3 BapHaHTOB
kputepueB C3CT: kputepusim Kacykasbl, AtapkoHa-Cerosuu,
Kana u Illapna (ta6u. 1). CBeneHust u3 MEAULIMHCKON JOKY-
MEHTallMKM OBLIM 3aHECEeHBl B CIElMaIbHO pa3paboTaHHBIE
0a3bl JaHHBIX.

Poautenu mauneHTOB MoAanucaIn MHMOPMUPOBAHHOE CO-
rJlacie Ha aHOHMMHOE HCTIOJIb30BaHNE TTEPCOHATbHBIX TaHHBIX.

Bcem 00IbHBIM TPOBOAMIOCH CTAHAAPTHOE KIIMHUYECKOE U
JJabOpaTOPHO-UHCTPYMEHTATbHOE 00C/IeIOBAaHNE B COOTBETCTBUM
C UMEIOIIMMUCS KITMHUYECKUMU PEKOMEHIAIMSIMU JUTSl TaHHOMT
Hozosioruu. Ob6cnenoBanHue ocyuiectsiasiocb B HUUP um.
B.A. HacoHoBo#1: KTMHUYECKUI aHAJIU3 KPOBU, aHAIM3 MOYU, OUO-
XUMHUUYECKUI aHaJIM3 KPOBU BBITIOJTHSIIMCH B OMOXMMUUYECKOM J1a-
0OopaTopuu, UMMYHOJIOTUYECKOE U TEHETUUECKOE UCCIIeIOBaHS —
B JIAOOPATOPUU UMMYHOJIOTUH U MOJIEKYJISIPHOI OMOJIOTUM, PEHT-
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TeHOJIOTMYECKOE — B PEHTT€HOJIOTUYECKOM OTAEJIEHUU, MHCTPY-
MEHTaJIbHOe — B OTAEJeHUU (DYHKIIMOHATbHOW NTMAarHOCTUKU.
ITpu nogo3perun Ha CI npoBoauIoCh yriayoJeHHOe CTOMATO-
Jlornyeckoe o0CiIeIoBaHNe, BKITIOUABIIEe KOHCYJIBTAIIUIO CTO-
matosiora, Y3U, cuanomerpuio, cuanorpacduio, tect Llnpmepa.

Cmamucmuueckas 06pabomxa 0aHHbIX OCYIIECTBIISIIACH C UC-
TroJsib3oBaHMEeM Trporpammel Statistica v. 10.0 (StatSoft Inc., CIIIA).
ITpenBapuTeabHbBIN pa3Mep BHIOOPKU UCCIEIOBAHUS HE pacCun-
ThiBajicsl. KonnuecTBeHHbIE MEpeMEHHbIE OMUCHIBATUCH C T0-
MOIIbIO MEIMaHbl U MHTEPKBAPTUIbHOTO MHTepBasia (Me [25-i1;
75-1 epueHTUIn|).

Pesymbsrarsl. M3 32 manineHTOB, TO3UTUBHBIX 10 aHTU-PHI,
18 (56,25%, 17 neBouek 1 1 MAIBYMK) COOTBETCTBOBAIM KPUTEPUSIM
C3CT: 15 — kpurepusim Kana, 10 — kputepusim Kacykasbl, 9 —
kputepusim [lapna, 8 — kputepusm AnapkoHa-Cerosuu. [1pu
3TOM 4 MaleHTa ITOIIaaIv TOJIBKO IO/ OIWH Habop KPUTEPUEB,
1o 6 — 1o/ 1Ba U TpU Habopa KPUTEPUEB U 2 — IO BCE YETBIPE
Habopa KputepueB. Hanbosee yacto BcTpeuaaoch COOTBETCTBUE
komOuHanu kputepueB Illapma n Kana (n=8) u AnapkoHa-
CeroBuu 1 Kana (n=8). MeauaHa Bo3pacTa MosIBJICHUSI MEPBbIX
CUMIITOMOB 3a0oseBaHus coctaBuia 12,2 [9,7; 13,9] roaa, a me-
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IraHa Bo3pacra Bepudukauuu aumarHosa — 14,3 [11,8; 15,7]
rona. Y 8 (44,4%) nereit npeobnananu nposieienuss CKB, y 5
(27,8%) — CCI, y 4 (22,2%) OblUI CUMMETPUYHBIIA TOJIMAPTPUT,
y 1 — cunapom PeitHo v petiuayBupytonuii napotut. KinuHuyeckast
XapaKTepUCTHUKA MAIllMeHTOB TIpeAcTaBIeHa B Ta0I. 2.

IMopaxkeHne KoXu BKIIOYAIO CKIEPOTAKTIWINIO (n=7), Te-
JIEAHTURKTa3uu (n=2), CKYJOBYIO CHIITb (N=35), TeTMOTPOITHYIO
Chillb U mamysbl [oTTpoHa (n=4), y3noBaTyio sputemy (n=1),
cetyaroe juBeno (n=2). CIL muarHoctupoBan y 17 (94,4%)
OOJIBHBIX, U3 HUX y 15 MMenoch M30JMPOBAHHOE IMOpPAXKEHUE
CJTIOHHBIX XeJie3 My 2 — coueTaHHOe TopaXkeHue (CIIOHHBIX U
CJIC3HBIX XKeJe3).

[1pu 1abopaTopHOM 00CIEIOBAaHUY Y BCEX MAIIMCHTOB YPOBEHb
anTu-PHII nmpesbiran 200 En/mn (Hopma — 0—25 En/mi), 06-
HapyxkeH AH® Ha kynbrype kierok Hep2 B tutpe >1/1280.
Kpamuatsrii Tum AH® 6bi1 BeIsiBICH Y 77,8% OONBHBIX, CMe-
IIAaHHBIA TUT (TOMOTeHHbIN + Kparuarblii + HuTOorUIa3MaTuye-
ckuit) —y 22,2%. Berpeyanuch Takke aHTUTE A K IBYCITMPATbHOM
JOHK (antu-gcIHK) — y 5 (27,8%) GonbHbIX, aHTUTENA K RO
(antu-Ro) —y 4 (22,2%) v antu-Sm —y 5 (27,8%). YV 6 (33,3%)
nalyeHToB BeIsIBIIcH IgM peBMaTouaHblii hakTop (PD), MenraHa
ero KoHIeHTpanuu coctaBuia 47,25 [27,75; 54,90] ME/mi.
CHukeHue KoHIeHTpau C3-KOMITOHEHTa KOMIUIeMeHTa 00-
HapyxeHo y 11,1% nereit, ruriepraMmaniodynuaemMust —y 55,6%
(n=10). IlaTromornyeckue M3MEHEHUS TMPU KaNUUISIPOCKOITMHT
HOTTEBOTO JIoXka uMenuch y 77,8% mnaieHToB: y 5 — Hecreu-
duyeckue HapyleHusl, y 5 — paHHUI CKJIEpOAEPMUIECKU TUIT
U3MEHEHUI, y 3 — MO30HUI CKIIEPOAEPMUYECKUIA TUIT C MUOTA-
TUYECKUM KOMITOHEHTOM M Y | — U3MEHEHUsI, BCTPeUaroniecs
npu 1oBeHWIbHOM JIM (cM. pucyHoK). Y 71,4% mnaiueHToB ¢
TIOPaKeHNEM JIETKUX BBISIBIIEH CKJIEPOAEPMUIECKU I TUTT KaTTUI-
JISIPOCKONUYEeCKUX M3MeHeHuil. Hambosiee yacTtoe couetaHue
npusHakoB C3CT — cunapom Peitno, aptput, CIL, numdane-
HOMAaTHs U runepraMmariooyanHemus (n=9, 50%).

Bce GosibHBIE MOJYYalik TIIIOKOKOP-
tuxkounbl (I'K) mepopanbHo, 9 — rumpo-
KeuxyopoxuH, 8 — merorpekcar (MT),
3 — mukodeHonara moperua (MMD),
1 — nukinodochan, 1 — azaTUONPUH.
B 12 (66,7%) ciayuyasix Ha3HAYAIKUCh TEH-
HO-WHXEHEPHbIe OMOJIOTUYECKUE TIperia-
patsl (T BIT). OcHoBaHUMEM TSI UIX IPH-
MEHEHUs y 9 TalMeHTOB CTala HelocTa-
To4yHas 3(pHeKTUBHOCTb TepaNUU, BKIIO-
yaBuweil 'K u cunTeTnyeckue 6azucHble
MPOTUBOBOCTIAJIUTEbHBIE MpPenapaThl
(cBIIBIT), y 3 mereit HaIMYMe MCXOIHO
BBICOKOUW aKTMBHOCTU 3a00JIEBaHUSI T10-
TpeOOBaJIO OMHOBPEMEHHOTO HA3HAYEHUST
c¢BIIBIT u THUBII. IIpenaparom BbiOOpa
y 3 mauueHToB ObuT puTyKcuMad (PTM),
y 8 —abatauent (ABLL), y 1 — 6enumymao,
TPY 9TOM OTMEUYEHBI TIPUEeMJIEMBIiA TIPO-
¢unp 6e3omacHOCTH M HadaibHas d¢-
(EKTUBHOCTb.

Oo6cyxnenne. B 01HOLIEHTPOBOM OT-
KPBITOM PETPOCIIEKTUBHOM UCCIIEA0BAHUM
MBI CTPEMWJINCH TPOAHATM3NPOBATH KIIU -
HUYECKYIO KAPTUHY U OCOOCHHOCTH, BBI-
SIBJIEHHBIE TTPY JIAOOPAaTOPHO-UHCTPYMEH-
TaTbHOM OOCJTENOBaHUU, Y MAIIUEHTOB C
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Taomua 2. Knnnnyeckas XapakTepiucTHKa namuentos (n=18)
Table 2. Clinical characteristics of the patients (n=18)

IIposiBienne KonmnuectBo
nanuenTos, %

Aptpur 100
Cll 94,4
CuHapom PeiiHo 88,9
JlumdaneHonatus 72,2
[TopaxeHue KOXHU U CIM3UCTON 000JI0UKU 94,4
OO11IeKOHCTUTYLIMOHAJIbHbIE HAPYLLIEHUSI, 50
6 mom uucane:

ebpuibHas IMxopaaka 22,2
TTopaxeHue Jerkux 38,8
Muo3zut 27,8
Hedput 11,1
MuokapauT 11,1
Ilepukapaur 5,6
JleiikoneHust 38,9
TpombGo1uTONEHUS 11,1

BeICOKMM ypoBHeM aHTH-PHIT (>200 Ex/mi), KoTOpbie COOT-
BETCTBOBAJIM XOTs1 Obl OMHOMY HAOOPY TMAarHOCTUYECKUX KPUTEPUEB
C3CT. BaxxHo otMeTuTh, uto Kputepuu C3CT ObLu pa3paboTaHbl
IUISE B3POCJIBIX MALMEHTOB, IO3TOMY OHU MOTYT UMETh OIpe/e-
JIEHHbIE OTPAHUYEHMSI TIPU UCIIOIb30BAHUY B TIeIUATPUIECKON

Kanuanspockonuueckue usmenenus y nayuenmos ¢ C3CT: a — necneyuguueckue usmene-
HUs; 0 — paHHU CKAEPOOepMUYEeCKULl MUn; 6 — NO30HULL CKAePOO0ePMUHeCKUI MUn ¢ MUuo-
namu4eckum KOMNOHEHMOM; & — U3MEHEeHUs, Gcmpedaioujuecs npu oeerussHom M
Capillaroscopic changes in patients with MCTD: a — non-specific changes; b — early sclero-
derma type, ¢ — late scleroderma type with myopathic component; d — changes occurring

in juvenile DM
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npaktuke [17]. Ha ocHOBaHMM KIMHWUYECKUX TIPOSIBICHUN U
JIAaHHBIX JIJADOPATOPHOIO 00CIeA0BAHMSI ObLIO OLIEHEHO COOTBET-
CTBME KaXJOro MauueHTa yKa3aHHbIM KJacCU(PUKAIIMOHHBIM
kputepusiMm C3CT. [lpu 3TOM MbI YYUTBHIBAIM, YTO HaJU4YUE
antu-PHII, naxke B BEICOKOI KOHIIEHTpAIUU, He SIBJISIETCS TMa-
TorHoMoHUYHBIM Tipu3HakoM C3CT. B nccrnenoBanum P. Ung-
prasert 1 coaBT. [18] u3 264 MmaLKeHTOB, MO3UTUBHBIX 10 aHTH-
PHII, Tonbko 18,9% oTBevanu 1o KpaiiHeit Mepe OIHOMY BapUaHTY
kputepueB C3CT, 6onpmmHCTBO (58%) COCTaBUIIM MAIIMEHTBI C
CKB. WUHrepecHo, yTo Ha nojto naiueHToB ¢ CC npuxoaunaoch
Bcero 2% u ¢ CII — 7%. 1. Elhani u coaBr. [19] mpoaHaiu3upoBain
JaHHbIE 36 TO3UTHUBHEIX 110 aHTH- PHIT maumenTos crapie 14 jer,
50% 13 KOTOPBIX COOTBETCTBOBAJIMU I10 KpailHEl Mepe OJHOMY
Habopy kputepueB C3CT, onHako 61% 13 HUX MMOAXOIWIN IO
kputepun ACR/EULAR (American College of Rheumatology /
European Alliance of Associations for Rheumatology) 2019 . st
CKB. B patote D. Isenberg [20] antu-PHII BbisiBieHbI Y 35%
nameHToB ¢ CKB. T. Miyamae u coaBT. [9] Ha OCHOBaHUM HC-
caenoBanust 80 mereit ¢ noctoBepHbIM auarHozom CKB, 27,5%
M3 KOTOPBIX ObLIM MO3UTUBHBI Kak 1o aHTu-PHII, Tak u no
antu-nc/IHK, a 12,5% — Toibko mo antu-PHII, 3akmounnm,
YTO 1eTH, Mo3uTUBHBIE 110 aHTU-PHII u antu-ac/IHK, nomxHb
Ha0II0IaThCsl KaK MMEIONTHE 1B KOHKYPUPYIOIINUX TUarHo3a.

B nHamem mncciienoBaHUM TTOAABIISIONIEe OOJBIIMHCTBO TTa-
LIMEHTOB COOTBETCTBOBAIN KpuTepusiM KaHa, Ha BTOpOM MecTe
crosuin kputepunu Kacykabbl. MccienoBaHuii, B KOTOPBIX UC-
MOJIb30BAJIMCH OBl BCE YeThIpe Habopa KpUTEPUEB, B IMTEpaType
KpaitHe Mayio. CpaBHEHME YeThIpex HAa0OPOB KJIaCCU(PUKALIMOHHBIX
KPUTEPUEB IMPOJEMOHCTPUPOBAJIO, UYTO HauboJIee TpUeMIeMbIMU
IUIST TUATHOCTHKY TI0 COOTHOIIIEHUIO YYBCTBUTEIBHOCTU U CITe-
HUOUIHOCTH SABISIIOTCS KpuTepun AnapkoHa-Cerosuu u Kana
[21]. BOJABIIMHCTBO APYTUX aBTOPOB COMOCTABJISIM TpU Oosee
paHHux Habopa kputepueB. Tak, S. Cappelli u coast. [13] co-
o01aoT, uTo Kputepuun KacykaBbl ObLIM 00Jiee YYBCTBUTEIbHBI
(75%), yem kputepuu AnapkoHa-Cerosuu (73%) u Kputepuun
Ilapna (42%). B coto ouepenb P. Ungprasert u coanr. [18] orie-
HwM Kputepuu AnapkoHa-Cerosun u KacykaBbl Kak OTMHAKOBO
gyyBcTBUTENIbHbBIE (72%), a kpuTtepuu Illapma — Kak HauMeHee
qyBCTBUTEIbHBIE (28%). B meamaTpnyeckux KOrOPTHBIX UCCIe-
MOBAHUSIX MCIONIb30BaIvCch Kputepun Kacykasbl [4, 14—16] u
Anapkona-Cerosuu [4].

Cpeny HallIMX MAalMeHTOB ITpeodIagain IeBOYKH, B paboTax
JIPYTrUX aBTOPOB IEBOYKU TOXe cocTaBistin 85—100% [4, 14—
16]. B ncciemnyeMoii rpyIine mpoaoKUTETbHOCTh 3a00J1€BaHUsT
Ha MOMEHT BepudUuKalMu AUarHo3a ObLIa OKOJIO 2 JIET, YTO
TaKXe COIMOCTaBUMO C JaHHBIMM JIUTePaTyphI: 3aepkKa OT MO-
MEHTa TOSIBJIEHUSI TTEPBBIX CUMIITOMOB 3a00JIeBaHUS O yCTa-
HOBJICHUS IMarHO3a BapbUpoBajach ot 2 1o 3 et [4, 15].

YV Gonblieil YyacTH HaIIUX MALKMEHTOB HA MOMEHT Bepubu-
KallMu AuarHosa rnpeobjanaiy CUMIITOMBI, KI1acCUDULIUPYeMble
B pamkax CKB, Takue xe pe3syasrarsl nojyuyeHsl E.D. Batu u
coanT. [4] u S.O. Hetlevik u coast. [15]. Haubosnee yactbiMu
MPOSIBJICHUSIMU ObUTH apTPUT, cMHIpoM PeiiHo, pa3HOoOOpa3HbIe
BapMaHTBI TTOPaXKEHMUS KOXHU, YTO OIMMCAHO W B paHee OITy0JIu-
KOBaHHBIX MccenoBaHusIX. YacTora BbIsIBIeHMs CUHApoMa PeitHo
BapbupoBajiach ot 75 10 98%, aptpura — ot 75 mo 87% [4, 15,
16], yacTora mopaxkeHust Koxu coctaBwia 96,7% [4]. Tonbko B
uccnenoBaHuu Y.Y. Tsai v coaBrt. [ 14] aTu nposiBIeHMS BCTpeYaTUCh
pexe: curapom PeitHo u aptpur — B 58% ciydaes, ImopakeHue
koxu — B 50%. HauGosee pacripocTpaHEHHBIMU ITOPaKEHUSIMU
KOXHU B HallleM MCCIeI0OBaHUM, KaK U B paboTax Ipyr1ux aBTOPOB,

Obutn dpuTema Ha auie (25—-53,3% [4, 16]), ckieponakTUaus
(26,6—53,3% [4, 16]), rennoTtponHas cbib (55% [16]). Becbma
pacnpoCTpaHEHHBIM KIMHUYECKUM MPOSIBIEHUEM Y HalllUX Ma-
LIMEHTOB OKa3ayack TuMdaneHomarust (72%), Torma Kak, 1o 1aH-
HBIM JIMTEPATyphI, Y JeTeil ee yactoTa cocTapisuia 15—23% [4,
15, 16]. MbI o6Hapyxuan Beicokyio yactoty CIII, B To BpeMs
Kak B APYIMX MCCIEI0BAHUSIX OH BbIsIBIEH B 16,7—20% cityyaeB
[4, 16]. Takue pasauyusi MOTYT OBITh OOYCJIOBJIEHBI TEM, UTO
cuajoMeTpus U cuaiorpadust BbIMOTHSIMCh BCEM HAIUM Ia-
ureHTam ¢ nopospeHremM Ha C3CT, uto, BeposiTHO, HE BXOAUIIO
B UMCJIO PYTUHHBIX METOIOB TIPY U3YUYEeHUU APYTUX KOropT. VH-
tepecHo, uto E.D. Batu 1 coaBT. [4] yalie oTMe4yanu CHIKEHHE
nakpumaiu (13,3%) o cpaBHeHUIO ¢ HapylleHueM GYHKITUT
cmoHHbIX kete3 (10%). bonee TpeTy MalMeHToB B HALlIEH KOropTe
VIMEJIH MOPaKeHUE JIETKHX, YTO COOTBETCTBYET TAaHHBIM JIUTEPATyPbl
(15—-41,7%) [4, 14, 16], B TO Xe BpeMs MOpaxeHHe IMOYEK
BBISIBJICHO JIUIIIh Y HE3HAUNTETHHOM 9acTH OOJBHBIX, UTO COTTIa-
cyeTcsl C pe3yJibTaTaMy OOJBIITMHCTBA MCCIeNOBaHUI (MeHee
10%) [7, 15], v nub E.D. Batu u coaBrt. [4] nmpuBoasr Gosee
BbIcOKHMeE mokazareu (30%).

Bonee yem y TpeTn maunreHTOB Mbl HaOIIONAIM F€MaTo0-
TMYeCKre HapylIeHUsI B BHUIE JICHWKOIIEHUH, YTO COBITAIaeT C
JMaHHBIMU aHAJOTUYHBIX UccaenoBanuii (25—43,3%) [4, 14—16],
onHako S.O. Hetlevik u coaBr. [15] oOHapy>kuBaIu JIEUKOIIEHUIO
CylIeCTBEHHO pexe — B 17% cnyuae. IgM P® umencs y Tpetu
HalMX OOJIbHBIX, YTO COMOCTaBUMO ¢ pesysbratamMu E.D. Batu u
COaBT. [4], HO pacxooUTCs C MOKa3aTeIsIMU, MOJTyYEHHbIMU B
npyrux uccienoBanusix, — ot 50 mo 78,3% [14—16]. [To mHeHUIO
S.0. Hetlevik u coasr. [15], [gM P® moxeT ObITh MPOTHOCTHYE-
CKUM MapKepoM IPOJOJIKAIONIETOCS] aKTUBHOTO 3a00JIeBaHUSI.
VY neteii ¢ C3CT, cornacHO TaHHBIM JIUTEPATYPhl, MOTYT TaKKe 00-
HapykuBatbcst aHTU-Sm (10%), antu-nc/IHK (20%) u ant-Ro
(13%) [12]. B pa6ote P. Ungprasert u coanr. [18], BKIIIovaBIei
60mbHbBIX cTapiiie 18 jiet, I[gM P® 6bi BbisiBIIeH y 24% NallMeHTOB,
cootBetcTBoBaBINX Kputepusim C3CT, antu-Ro —y 14%, antu-
Sm —y 18%, runokomrieMenTeMust — y 3%. B Haliem uccieno-
BaHUM 3TU MMMYHOJOTMYECKHE TMOKa3aTelu BCTPEYaINCh He-
ckoabko vaile. E.D. Batu u coaBt. [4] npuBOAST aHAJIOTMYHbIE
HAaIIIMM [T0KAa3aTeJ M BbIsIBIeHUsT aHTh-Ro (27,6%) U cyliecTBeHHO
6oJiee BBICOKYIO YacTOTy Haimuus anTu-Sm (51,7%).

Cunpupom PeitHo, Kak yKa3aHO BBIIIE, SIBISIETCSI OCHOBHBIM
xmmHnYeckuM nposieienreM C3CT He3aBUCUMO OT BO3pacTa Jie-
61ota [17]. KanuuisspocKomust HOTTeBOro Joxka — HEIOPOroi He-
WHBa3UBHBIK UM BOCIHPOM3BOAMMBIN METON BU3yalu3alluu,
MO3BOJISIIOLNI OLIEHUTh CTPYKTYPHbIE U3MEHEHUs ieprdepuye-
CKOI MUKPOIMPKYJISILINK, KOTOPBIE MOTYT OBITh CBSI3aHBI C CUH-
npomoM Peitno [22]. Tlpu C3CT cunapom PeiitHo Moxer
TIPEIIeCTBOBATh PA3BUTUIO APYTUX CUMIITOMOB, TIO9TOMY Ka-
MUUTSIPOCKOTUS AaeT WAEaTbHYI0 BO3MOXHOCTb JTUATHOCTUPO-
BaTh caMble PAaHHUE CTaUU MOBPEXKIECHUSI MUKPOLUPKYJISLIY.
B Hamem uccnenoBaHuu 60MbIIMHCTBO MALUEHTOB, Y KOTOPBIX
BBISIBJIEHA TTATOJIOTHS TTPY KaTWIISIPOCKOTIMY HOTTEBOTO JIOXKa,
VMeJTu JTN00 paHHUA, JIMOO TIO3MHUHN TUTT CKIIEPOISPMUUECKUX
M3MEHEHUI, YTO MOXKET CITy>KUTh JOTTOTHUTEIbHBIM apTYMEHTOM
B T0JIb3Y JaJIbHEMIIIeHt BO3MOXHOI 9BOIOLIMYU 3a00JIeBaHUS B
HarpaBJieHuM npeobiaananus natogoruu B pamkax CCJI. B uc-
cnenoBanuu A. Felis-Giemza u coaBr. [23] y 44% mnanmeHTOB C
C3CT npu KanuuIsipoOCKOINMU BBISIBJIEH PAHHUU CKIIEpOAepPMU-
yeckuil Tum usmeHeHuii. Ilo nanusiM I.M. Markusse 1 coaBr.
[24], «paHHUI» TATTEPH aCCOMUPOBAH C HATMINEM TTO3UTUB-
Hoctu 1o aHTu-PHII. B KpymHOM MpOCTIEKTMBHOM MCClIe0Ba-
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Huu ¢ yyactueM 3029 manueHTOB ¢ MEePBUYHBIM CUHAPOMOM
PeitHo (cpemnHuii cpok HabmoaeHUsT — 4,8 TO/1a) CKIEPOAEPMO-
MOJ0OHbIN MaTTepH TaKKe ObUT CTATUCTUYECKU 3HAUUMO CBSI3aH
¢ pazsutremM C3CT, a KOIMYECTBO MALIMEHTOB, COOTBETCTBOBAB-
wux kpurepusiMm C3CT v UMEBIIMX CKIEPOAEPMUYECKUIA TUTT
W3MEHEHUI TP KAIMMIISIPOCKOITMH, CO BPEMEHEM YBEJIUIUIOCH
[25]. CornacHo manubiM M. Celinska-Lowenhoff u coast. [26],
aKTUBHBIM CKJIEPOACPMUYECKUI MAaTTEPH C HATUUMEM TMTaHT-
CKUX KalWIISIPOB, BbISIBISIEMbII TPU KaNTMJUISIPOCKOMUHU, MOXET
OBITh MHOTOOOCILIAIOIIMM MapKEPOM MHTEPCTULIMAIBHOTO 3200-
sneBaHus Jerkux y 6onbHbIX C3CT, ocob6eHHO Tpu HEOOJIbIION
MPOIOKUTEILHOCTY 3a00JIeBaHNsl. B ¢BSI3M ¢ 3TUM clleayeT oT-
METUTb, YTO 3HAYMTEIbHAS YaCTh HAIIIMX MTAIIMEHTOB C TIOpake-
HUEM JIETKUX UMEJIA CKIEPOACPMUYECKUI TUTT U3MEHEHUI P
Kanusuisipockonuu. CyliecTBeHHasl J0JsI IeTell ¢ HaludueMm
CKJIEpOIEPMUYECKOT0 TTaTTepHa M CUHApoMa PeitHo B HacTosI-
IIeM UCCJIEIOBAHUM TIO3BOJISIET TIPEATIONIOXKUTH BBICOKYIO BEpO-
SITHOCTh 2BOJIIOLINM 3a00JICBaHUS B CTOPOHY IIpeobIamaHus
CKJIEPOJIEPMHUYECKOTO KOMITOHEHTa, KaK 3TO TTOKa3aHo B IPO-
cnektuBHOM uccienoBanuu S.O. Hetlevik u coast [15].
Crneuuduueckue meroabl jeueHuss C3CT He pazpaboTaHBbl,
TIPY 3TOM UCITOJIb3YIOTCSI TTpeTapaThl, HalpaBJIeHHbIe Ha yCTpa-
HeHUe BeMyIINX MposiBlieHnii 3a6oeBanusi. COrylacHO TaHHBIM
JINTEPATYPhI, OAABJISIONICE OOJBITMHCTBO MAIIMEHTOB IMOTyJaloT
Huskue u cpennue no3bl ['K u ruapoxkcuxiopoxun (4, 12, 14,
27], 94TO COOTBETCTBYET M HAlIMM pe3yJibTaTaM. Kak yka3biBaloT
S.0. Hetlevik u coasr. [15], yacrora HazHaueHust 'K cyiiecTBeHHO
Hapacraja npu jmteabHoM HaomoaeHuu. [1pu C3CT ucrob-
3ytotcs Bce cbITBII, npu 3TOM Tuaupyoliie No3uluu 3aHUMAET
MT, uTo moATBepKIACTCS M HAITMMM pesyabratamu [12, 15, 27].
Bo MHOroM 310 00YCIOBIIEHO BHICOKOI 4aCTOTOM apTpuTa Mpu
C3CT. B nocneaHee BpeMst HaO/IIOJAETCsl pOCT YKCJIa Ha3HAUYECHU I
MM® [4]. e Tpet Hamux nauueHToB moaydanu ['MBII.
HMmerores coobiieHus o6 ycrnemHoMm npuMeHeHuu npu C3CT
UHIUOUTOPOB (hakTopa Hekpo3a omyxouu o [15], a Takke PTM
[4, 28]. AHaIM3 JAaHHBIX JTUTEPATYPhI TIO3BOJISICT CIEIAaTh BHIBOI
00 oTyeTIMBOM pocte yncia HazHaueHuit PTM npu C3CT, B Tom
yycJie TPy I0BEHWJILHOM Hauajie, HeCMOTpsl Ha ctaTyc «of label».
Ecnu B uccnenosanuu S.O. Hetlevik u coasrt. [15], onyonuko-
BaHHoM B 2017 ., PTM wucnonb3oBajics aumb y 2% neteit ¢
C3CT, to, B padore E.D. Batu u coaBr. [4], nosiBuBIIeiics B

2023, —yxe y 27,6%. B 2023 1. Gbu1u OIyOIMKOBAHbI PE3YJIBTAThI
npumeHennst PTM B komouHaimn ¢ MM® nipu C3CT y B3pociibix
C TIOpaXkeHUEM JIETKUX, TTOATBEPAMBLINE BBICOKYIO 3(()EKTUBHOCTD
TaKOoro JICYEHUS TIpU TIpreMiieMoM rpoduiie 6e3onacHocTu [29].
Nwmerorcs nanHble o Beicokoii apdektuBHocTy PTM Takxke npu
TSLKEJIOM cUHIpoMe PeitHo u tpombonmroneHun B pamkax C3CT
[28, 30, 31]. B muteparype Mbl HE BCTPETWIIM CBEICHUIA O TpU-
meHeHun ABLL npu C3CT, ogHako MMeeTCsl YCIELIHbIA OIbIT
€ro UCIMOJIb30BaHMsI MPU IOBEHWJIBHOM UIMONAaTUYECKOM apTPUTe
[32], toBernuibHOM IM [33], CC/ [34], nepeKpecTHbIX CUHAPOMAaX
[35], uHTEpCTULIMAIBHOM TTOPAXKEHUU JIETKUX Y JETeil ¢ UMMY-
Homeduuurom [36]. Panee MbI coobrianu o xopolieit ahdex-
tuBHOCTU U 6e3omacHoct ABLL mpu CII n namonaTuveckux
BOCHAJIMTEbHBIX MUonaTusx y aereit [37, 38]. YuurtbiBas, 4to
ABII, B otinune or PTM, paspelieH 1isl UCIIOAb30BaHUS B Te-
IATPUIECKOM TTPaKTUKE, a TAKXKe BHICOKYIO YACTOTY apTpUTa B
HCcCIeyeMol TpyTie, Ha3HaYeHNe 3TOT0 Tperapara 00JIbIIoMYy
YUCITy TIAIIMEHTOB MPEICTABIISIETCST OTIPABIAHHBIM.

Manplii pazMep ucciaeayeMoit BIOOPKM, O€3yCIOBHO,
OTPaHUYMBAET UHTEPIPETALMIO HALLIMX JAHHBIX, TOTOMY JaJlb-
Helilllee HaKOIJIeHWEe MaTepuajia MO3BOJIUT MOBBICUTH JOCTO-
BEPHOCTh pe3ysbTaToB. OCHOBHAsI 3amavya MCCIIeIOBaHUS 3a-
KJTIOYaJIach B OTMMCAHUY PeaTbHON KapTUHBI KIIMHWUYECKUX U JTa-
0OOpaTOPHBIX U3MEHEHUH Y MAallMeHTOB C TAKOW PEeIKOI MaToI0-
rueit, kak C3CT. KpoMe Toro, Mbl TOCTapaanch MokKas3aTh CI0XK-
HOCTb KJIacCU(DUKALIMU MOA0OHBIX OOJBHBIX C UCITOJIb30BAHUEM
Pa3TUYHBIX JOCTYITHBIX KPUTEPUEB.

3akmouenue. bonpmuHcTBo mamveHToB ¢ C3CT B Hamem
WcCiIeIoBaHNY COOTBeTCTBOBaM Kputepusm Kana. [TomyueHHbie
pe3yIbTaThl EMOHCTPUPYIOT BO3MOXKHOCTH COOTBETCTBHUS Ta-
ureHToB ¢ C3CT pa3nuyHbIM KOMOMHAIMSIM KpuTepueB. JIniib
2 pebeHKa MOAXOAWIN O] Bce HAaOOPbI KPUTEPUEB, YTO YKA3bIBAECT
Ha HeOOXOAMMOCTb UCIIOJIb30BaHUST HECKOJIBKUX BAPUAHTOB KPU-
tepueB npu nopo3peHun Ha C3CT. Coueranue cunapoma PeiiHo,
aprputa, CIL, tumdbaneHomaTnu 1 TUTIEpraMMariooyTMHEMUY
Habmomanock y nojoBuHbl nanueHToB ¢ C3CT. Hannuue cuH-
npoma PeitHo 1 Beicokoro Tutpa AH® y neteit ¢ peBMaTU4eCKUMU
3a00JIeBaHUSIMU, OCOOEHHO MPU MOJMMOP(HON KIMHUYECKOMU
KapTuHe, TpeOyeT BKIIOUYEeHMs B KpYr TuddepeHIIMpyeMbIX CO-
crosinuit C3CT. I1penBaputeibHbIe pe3yJIbTaThl CBUIETEILCTBYIOT
o 6e3omacHoctu pumenenust [ MBI y neteit c C3CT.
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