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Pesiome

CoBepLUeHCTBOBaHME METO/0B MarHOCTUKM U BO3MOXHOCTE COBPEMEHHOI MeANLMHbI 06ycnaBamnBatoT 6osiee raybokoe nsyyeHne ayTOMMMYHHOM
naTosornn. B KAMHMYECKON MpaKTUKe BCE Yallle CTanM BCTPEYaThbCA C/lydan COHETaHHOro TeyeHus AByX U 6o/ee MMMYHOMIOrMYeckmX 3a6oneBa-
HWUIA, 4TO Ha3bIBalOT TEPMUHOM «overlap-CMHAPOM» UAKN «CUHAPOM NepekpécTax. [lo CUX MOp OTCYTCTBYIOT AAaHHbIE O KOHKPETHbIX MPUYMHAX pas-
BUTMA overlap-cHApPOMa, cpean Hanbosiee BEPOATHbIX BEPCUIA ABAACTCA COYETaHNe FeHeTUYECKUX M3MEHEHWIA, B TOM YnC/ie pa3Hoobpasus annenei
human leukocyte antigen (HLA), ¢ TpurrepHbiMu dakTopamu nssHe. OCO6€HHOCTM AAHHOTO CUHAPOMA 3aK/IKONAOTCSA B TPYAHOCTAX AnddepeHLm-
a/bHO-AMarHOCTUYECKOro NovMcKa U3-3a MHOroo6pasiusa CUMNTOMOB. HecBoeBpeMeHHas BepuUdpUKaLMa 41arHo3a NpUBOAUT K MO3AHEMY HasHauYeHWo
NleyeHna 1 MeHee 61aronpuATHOMY OTAaNEHHOMY MPOrHO3y. B KAMHMYeCKO NpaKTVKe Hanboslee HacTo BCTPeYaeTcs coyeTaHne CUCTEMHON CKe-
POAEPMUM NN CUCTEMHOI KPAaCHOMN BONYaHKM C PeBMaTOW/AHbIM apTPUTOM. B aHHOI cTaTbe NPUBOANTCA NpUMep overlap-cuHApoMa y naLueHTKN
69 /1eT ¢ TPeMs ayTOMMMYHHBIMU MaTONIOTUAMU — CUCTEMHAA CKAePOAepMUs, cuHAPOM LLlerpera (CLU) 1 nepBUYHBIN BUAKAPHBINA XONAHTUT C NOAKU-
OpraHHbIM MopaxxeHuneM (NErkue, KOXa, KenyA0HHO-KULIEYHBIN TPAKT, C/ILOHHbIE XKe/e3bl, COCYAbl, HepBHas cucTeMa). MauneHTKa UMena AAUTeNb-
Hbli1 aHaMHe3 cnHApoMa PeliHo, a TakKe NepBUYHOIO BUAMAPHOrO XoNaHruTa. 3a 2 roga Ao obpalleHuns y naLunueHTKM 6bi1 4UarHOCTUPOBaH CUHAPOM
LWerpeHa, B 2025 rogy — MMUTMpPOBaHHasA GbopMa CUCTEMHON CKaepoepMui. TakuM o6pa3oM, y NaLMEHTKU B TeYEHUE KMU3HU PasBUANCL Cpasy
3 ayTOMMMYHHbIE NaToNOr MK, BK/OYEHHbIe B overlap-cvHapoM. CnelnanncraM caeyeT nposB/ATb NOBbILEHHOE BHUMaHWE K NaLUeHTaM C AUTe/lb-
HbIM aHaMHEe30M PeBMaTO/I0r4eCKOro 3a60/1eBaHNA 419 CBOEBPEMEHHOT O BbIAB/IEHUA PYTVX a8y TOUMMYHHbIX NaTOOM WA M Ha4ana CBOEBPEMEHHOr 0
NeYyeHns 419 NpeAOTBPaLLeHUA Pa3BUTUA OCTIOKHEHWIA.

KnroyeBbie cnoBa: overlap-cuHopom, cuHOpoMm nepekpecma, cucmemHas cknepodepmus, cuHopom LLlezpera, nepsuyHbiii 6uauapHsill xonaqaum,
npozpeccupyrousuli cucmemHsili cknepos
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Abstract

The improvement of diagnostic methods and the possibilities of modern medicine lead to a deeper study of autoimmune pathology. In clinical practice,
cases of a combined course of two or more immunological diseases have become increasingly common, which is called the term “overlap-syndrome” or
“crossroads syndrome”. There is still no data on the specific causes of the overlap-syndrome, among the most likely versions is a combination of genetic
changes, including the diversity of human leukocyte antigen (HLA) alleles, with external trigger factors. The features of this syndrome are the difficulties
of differential diagnostic search due to the variety of symptoms. Untimely verification of the diagnosis leads to a late appointment of treatment and a less
favorable long-term prognosis. In clinical practice, a combination of systemic scleroderma or systemic lupus erythematosus with rheumatoid arthritis
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is most common. This article provides an example of the overlap-syndrome in a 69-year-old patient with three autoimmune pathologies — systemic
scleroderma, CABG, and primary biliary cholangitis with multiple organ damage (lungs, skin, gastrointestinal tract, salivary glands, blood vessels, and
nervous system). The patient had a long history of Raynaud's syndrome, as well as primary biliary cholangitis. Two years before the treatment, the
patient was diagnosed with Sjogren's syndrome, and in 2025, a limited form of systemic scleroderma. Thus, during her lifetime, the patient developed
3 autoimmune pathologies included in the overlap-syndrome. Specialists should pay increased attention to patients with a long history of rheumatological
disease in order to detect other autoimmune pathologies in a timely manner and initiate timely treatment to prevent the development of complications.
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AMA — aHTUMUTOXOHJpUanbHble aHTUTeNa, AHA — aHTUMHYK/IeapHble aHTUTeNa, ALIA — aHTUIIEHTpOMepHbIe aHTUTeNa, PA — peBMaTOMIHBLIT apTPUT,
CCJI — cucremuas cxkiepopepmus, CKB — cucremnast kpacHas Boruanka, CIII — cunppom Illerpena, IIBX — nepBraHblil GuIapHbIil XOTaHIAT.

Besepenue

Overlap-cuHIPOM, WM «CUHIPOM TIEPEKPECTa», WC-
Honb3yeTcss A 00O03HAYeHMA TPYIIbl  3ab0IeBaHMIt
U KIMHUYECKMX COCTOSHUIL, KOTOpble COOTBETCTBYIOT
K/IacCnUKALVOHHBIM KPUTEPIUSIM ABYX 1 60JIee MMYHO-
BOCIIA/INTE/IBHBIX PEBMATONIOTMYECKNX 3abomeBanmit [1].
Pa3BuTye [JaHHBIX CHCTEMHBIX ayTOMMMYHHBIX pEBMATO-
JIOTMYeCKUX 3a00/IEBAaHMII MOXeT MPOTEKaTh KaK OJHO-
BPEMEHHO, TaK M IIOC/IeJOBATeNbHO. XapaKTepHble NMMY-
HOJIOTMYeCKMe M3MEHEeHNUA IPUCYTCTBYIOT He Bcerma [2].
BrepBele faHHBII TepMMH ObUI BBEEH IpPU OMMCAHUU
HaOJIIOfleHNs MAalMeHTOB C COYeTaHHO TpymHO audde-
PEHLMPYEeMONl KIMHUYECKON KapTUHON PEBMaTOMIHOIO
aptputa (PA) 1 cucremHoit kpacuoit Bomganku (CKB) nan
cucremuoit cknepopgepmun (CCH) [3]. Tounast mpmumna
PasBUTUA HECKOIBbKNMX PEBMAaTOTOIMYECKUX 3a00/IeBaHMI
HEM3BECTHA, OffHAKO OOJBIIMHCTBO MCCIEfOBaTeNell Mo-
JIaTaloT, YTO B OCHOBe overlap-cMHApOMa IeXUT reHeTnde-
CKasi IATOJIOIVsI C TPUITEPHBIM BO3JENCTBUEM (PAKTOPOB
OKpY>Kalolleli cpefibl. VIMeroTcss paboThl O POIM TEHOB CH-
crembl human leukocyte antigen (HLA) B marorenese pas-
BUTHS HIepeKpecTHBIX ¢opm 6omesHu [2]. OcobeHHOCTBIO
overlap-cuHapoMa SBNIAETCSA CTEPTOE TeUeHUe CUMITOMOB
9TMX 3a60TEBAHMII, YTO HEPENKO NPUBOGUT K IO3HEN
AMArHOCTUKe U Ha3HAYEHMUIO IeYeHIsI, YTO MOXKeT Hebaro-
IIPUATHO BIVATD Ha JJa/IbHENIINIT IIPOTHO3.

Heobxonumo pasmndarbh MOHATHE «Overlap-cuHApOM»
U TepMMH «CMeIIaHHOe 3abojeBaHMe COeNVHUTENIbHO
TKaHm». CMelranHoe 3abo/IeBaHMe COENMHNTENTBHOI TKa-
HM — 9TO ayTOMMMYHHOe 3abo/eBaHMe, IpU KOTOPOM
TedeHe HEeCKONIbKIX CHCTEMHBIX ayTOMMMYHHBIX peBMa-
TOJIOTMYECKMX 3a00/IeBaHUII COYETAeTCSA C IIOSABIICHUEM
BBICOKOTO TUTPA aHTUTEN K PAaCTBOPMMOMY ANEPHOMY PU-
6onykneonporenny [2]. Ha mpaxtuke muddepenunans-
Hasl [MArHOCTUKA JAHHBIX COCTOSIHUIL JOCTATOYHO TPyAHA.

KnmHndeckne cmydanm pasBUTHA HePEKPECTHOTO CHHJPO-
Ma OIMCAaHbI HE TOJIBKO B PEBMATOJIOTMYECKON MpPaKTUKe.
XOopoIIo M3BECTHBI C/Iy4au COYeTaHMs OpPOHXOIETrOYHBIX
3aboeBaHuit (HampuMep, GpOHXMAIbHAS ACTMA U XPOHM-
Yyeckass OOCTPYKTUBHASA 0O/e3Hb JIETKMX), TATONIOTHIL XKe-
JIyZOYHO-KVIIIeYHOTrO TPAaKTa (HaIpyMep, ay TOMMMYHHOI'O
remaTuTa M MepBUYHOrO OmamapHoro umpposa). Yacrora
BCTpeYaeMOCTH Overlap-CHH/IpoMa {0 KOHIIa HeM3BeCTHa,
B CTPYKType PeBMATONOTMYeCKUX OOlIe3Hell 3aHMMaeT 1O
20% [2]. YeTKux peKoMeHHAIMI IT0 BeIEHUIO TaKOI1 TpyII-
IIBI TTAL[IEHTOB HET, JIeYeHe OCHOBBIBAETCS Ha KOPPEKIUNI
MMEIOIIMXCA CUMIITOMOB, B OCHOBE KOTOPBIX JISKUT ayTO-
VMMMYHHasI peaKLs.

CCI, iy mporpeccupyomuil CUCTEMHBIN CKIepo3, —
9TO CTAAMITHO IIPOTEKAoIee TOMMOPraHHOe 3a00/IeBaHIe
C XapaKTEePHbIMM Ba30CIACTUYECKUMM COCYAUCTBIMU pe-
aKUMsAMM IO TUITYy CHHApOMA PeitHo 1 obnurepupyromier
BACKy/IONATMell C WUIIeMWYEeCKMMY HapYIIEeHUAMM, IIpU
KOTOPOM pasBUBAKOTCA crenupuuecKue ayTOMMMYHHBIE
PaccTpoCTBa, COMPOBOXKAAIOIMECs] akTuBanuert Guépo-
3000pa3oBaHusA ¥ M3OBITOYHBIM OTIOKEHMEM KOJjIareHa
B TKausx [4]. Jleranprocts npu CCJ] camast BbICOKast cpe-
IV BCeX PeBMATONIOTMYeCKuX 3abomeBanmii [5, 6]. OgHako,
HecMoTps Ha 9T0, CCJl BC€ paBHO OCTaeTcs IaToOJIOTHell,
IVMArHOCTMKA KOTOPOJI HA PAaHHMX 3TallaX 3aTPyJHEHa, 9TO
OOBSICHACTCSL JOCTATOYHO PasHOOOPA3HON KIMHIYIECKO
cuMIITOMaTnKoi. IToaToMy 1mocTaHOBKa BEPHOTO JIMarHo-
3a IPOMCXOAUT 3a4aCTyI0 TONbKO B 3aITyIIEHHBIX CTy4asx,
KOI'J]a MAalJMEeHTbl MIMEIOT TsDKe/Ible ¥ MHOIA HeCOBMECTH-
Mbl€ C JKI3HbIO OCTIOKHeHus [7]. B kauecTBe muarnocruye-
ckux MapkepoB CCJI nCrIonb3yIoT aHTMHYK/IeapHble aHTM-
tena (AHA), BcTpeuaromyecs B 90-95 % ciydaes, KOTOpble
MOTYT OBITH ITOTOXXNTEIBHBIMY U IPY APYIUX IATOTIOIU-
YeCKMX COCTOsHMAX. K MeHee cmermduyHbIM MapKepam
OTHOCAT aHTUIleHTpoMepHble aHTUTena (ALJA) mu anTH-
Tema K tomomsomepase I (anti-Scl-70), Bcrpeuarommecs
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npuMepHO B 60 %, 0COOEHHO B IpyIIIax MaIMeHTOB C cep-
[leYHO-JIETOYHBIMM OC/IOKHeHMAMu. AnTturena x PHK-
nonumepase III BBIABIAIOTCA TOPas3fio pexke, B OCHOBHOM
upu guddysnoi popme CCII, n acconnupynTcs ¢ pas-
BUTUEM IIOYEYHOTO Kpusa (OCTPOro HOBPEXJEHMs IIO-
yek) [8]. Taxke ommcaHbl aHTHTeNa, BbIABAAeMble Y 10 %
CepOHeTaTMBHBIX MAIMEHTOB II0 K/IACCUYECKNMM MapKepaM.
K HuM orHocar antm-elF2B, xomiuiekc aHtu-RuvBL1/2,
anTu-U11/U12 RNP u antu-BICD2 [9].

Cunpgpoum Illerpena (CII) — ato ayrommmyHHOe 3260-
JleBaHMe HEM3BECTHOI STUOJIOTUY C IIPEVMYIeCTBEHHBIM
MIOpa)KEHMEM CIIOHHBIX M CHE3HBIX JKENE3 C Pa3BUTUEM
CyxocTit BO pTy (KcepocTomms) u rnasax (xcepodrainp-
M), C BOSMO>KHBIM Pa3BUTVEM IIOPa>KeHNA AbIXaTe/IbHBIX
Iy Tel, >KeITyJOYHO-KMIIEYHOIO TPaKTa, Baaraamma. Bpl-
pensAoT nepBuyHbll ¥ BTOpuuHbI CIHI. IlepBuvHbIM Ha-
3BIBAIOT 3a00/IeBaHIIE, HE CBA3AHHOE C APYIVIMM IIATOIOTU-
AMU, pa3BUBalOIeecss CaMoCToATenbHO. [Ipu BropuyHOM
CII y manmenTa y>ke IMeeTCs pyrast peBMaToIorn4ecKas
natonorusa (CKB, PA, CCII) [9]. Acconanus ¢ CCJI 06b-
ACHAGTCA HaMM4MeM Y IalMeHTOB AHTUILEHTPOMEPHBIX
aHTUTeN. B momo6HbIX crydasx vacteiM npusHakoMm CIII
sIB/IsIETCs Hanmm4ne curgpoma Peitxo [10].

[lepBuunenit 6unmapusiit xomanrut (II6X) — penkoe
XPOHMYECKOe ayTOMMMYHHOE XOJIeCTaTindeckoe 3aboesa-
HIe IIe4eHM, CBA3aHHOE C IOBPEX/eHNeM BHY TpUIIe4eHOY-
HBIX OVJIMAapHBIX SIMTEMNANIbHBIX KIeTOK T-muMbonuTamu
C BO3MOXXHBIM Pa3BUTMEM LMPpO3a IedyeHn. XapaKTepHO
4epTON 3TOV IATONIOTUM SAB/IAETCA COYeTaHUe ee C [PyTru-
ML Ay TOMMMYHHBIMY 3a60/1eBaHMsIMIL U CuHApoMamu [11].
BeicokocmeriuuHbIM METOOM AMATHOCTUKU SIBIIACTCS
BbISIB/IEHVE AHTUMUTOXOH/PUAIbHBIX aHTUTEn (AMA),
KOTOpbIE€ BO3JENCTBYIOT Ha E2—cy61>e,11MHmuy nupyBaTie-
rupporeHasHoro kommnekca (PDC-E2) Ha MuToXOHApU-
anpHBIX MeMbpaHax [11]. Kax npasuno, IIBX coveraercs
C ayTOMMMYHHBIM renatutom. Yacrora pasputns I1bX co-
BMmectHO ¢ CC]I cocraBiser Bcero 2-4% [12].

ITpu moucke B 6a3e ganubix PubMed ¢ 1993 mo 2025 rog,
mo 3ampocy «systemic scleroderma, Sjogren’s syndrome,
primary biliary cholangitis overlap-syndrome» momy4yeno
14 pesynbTaTOB, 3 KOTOPBIX ONMCAHUI COYETAHNA VMEH-
HO TaKMX IIaTOJIOTMII He yIoMuHaeTcsA. B faHHOM cTaThe
IpefiCTaB/IAeM KIMHWYeCKUII Cydail HaOIIoOfeHNs Hmalm-
eHTKU C overlap-CMH/IPOMOM, BK/IIOYAIOLINM B cebst code-
TaHNe BCeX TPEX OMMCAHHBIX ITATOTIOIMI (CHCTEMHas CKIe-
ponepmust, cuappoMm lllerpena u mepBUYHBI OUIVAPHBIIT
XOJIAaHTUT C IIONIMOPTaHHBIM IOPaKEHIEM).

Kanangeckuii caydan

ITanmentka 69 net B Mae 2025 roga rociuTan31poBaHa
B PEBMATO/IOTMYECKOE OT/e/IeHNe C )KamobaMit Ha CYXOCTh
BO PTY U B I7Ia3aX, CYXOCTb KOXKI, KOXKHBIN 3y, CyAOPOTU
MBIIIL] BEPXHUX Y HIDKHIX KOHEYHOCTEN, iucdaruio, mpo-
ABJIANIYIOCA B BUJIe TPYSHOCTY B IMIPOITIATBIBAHUY CYXOI
mumy. Kpome Toro, npu noBcegHeBHOI (HU3MYECKOI Ha-
Ipy3Ke IalleHTKa CTajia OTME€YaTb OABINIKY CMENIAHHOTO
XapakTepa, peIKIil CyXoit Kauienb. 3a ABa JHs Ko obpaire-
HMSL OTMETWIAa OJHOKPATHBIN 311307 KPOBOXapKaHbs, I10-
ABJIEHNE YEPHOTO CTYJIA.

IIpu mocTynnennn coOCTosAHME CPEHEN CTENIEHN TsXKe-
CTH, KoXKa (PUSMOIOTMYIeCKOI OKPACKH, ITIOTHAS IIPY Ialb-
manmy, Caefbl pacyécoB B OONACTU BEPXHUX UM HIDKHUX
KOHEYHOCTel1, Typrop cHipkeH. Obpaiao Ha cebst BHUMA-
HIe Ha/lm4ue KOHTPaKTyphl J1omonTpeHa ¢ 06enx CTOpoH,
POT IO TUIY «KMCeTa», TaJOHHbIC KallVJIAPUTDI, TeIeaH-
TMO3KTasyuy Ha IepefHell IOBEPXHOCTY TPYHONM KIIETKMU.
ITpu nposepeHny MOAM(UIMPOBAHHOTO KOXXHOTO CyeTa
no G.P. Rodnan 2 6amra (ymepeHHas IUIOTHOCTb KOXIA,
B CKJTaIKy coOupaeTcs ¢ TpyoM). B merkux npixaHme »xect-
Koe ¢ vacroroit 18 B munyty, SpO, 98 %, npoBogutcsa BO
BCe OTHENIbI, B HIDKHNX OTHEIaX ¢ 00eMx CTOPOH [0 yIIa
JIONIATKY BBICTYIIMBAETCA Kpernranus. ToHbI cepyilia mpu-
DJIyLIeHbl, PUTM IPaBIIbHBI, ITYMOB HeT. ApTepianbHOe
mapnenne 120/80 MM pT.CT., Iy/nbC 68 ymapoB MuH. S3bIk
CYXOJi, yMepeHHO 00/10)KeH HaIETOM >KeJITOTO I[BeTa y KOp-
us. JKuBor mpm mamprmanym Msrkuii, 6e360/1e3HeHHBIIL.
CHUMITOMBI pasfpakeHus: OpPIOMINHBI OTpPUIATETbHBIE.
ITepkyTOpHO IeYeHb He BBICTYIIAeT U3-II0f Kpas peOepHOoit
LyTH, IpYU MabIIALNY HYDKHUI Kpail IedeHu OyrpucTsiit,
IUTOTHBIIL, 6€300/1e3HEHHBII.

M3 anamHe3a n3BecTHO: B 1984 rofy nuarHocTrpoBaH
cungpoM Peitno. B 2023 rony B CBA3HU C NOSABIEHNUEM CY-
XOCTM BO pTy M INasax Oblia oOcCIefoBaHa, peBMaTONO-
roM BbICTaB/ieH amarHo3 6omesnu Illerpena (Ha ocHoBa-
HUM XapaKTepa >kKanob, MomoxuTenbHoro tecta Ha AHA,
IOBBIIICHNA YPOBHA AHTUTEN K IUTOIUIA3MaTHYeCKOMY
anrureny anti-LA/SS-B > 200 (3mech u pmanee B ckobxax
yKasaHbl pedepeHCHble 3HaueHus, 0-15) en/MJ, HaHHBIX
crajorpaguu ¥ CUaJTOMeTpUM, OMOICUM CIIOHHBIX XKe-
ne3). Taxke y HaI[MEHTKN VIMeeT MeCTO IOATBEPIK/eHHDII
ITBX ¢ ncxonom B CyOKOMIIEHCHPOBAHHBII IIVPPO3 IIeYeHN
(AMA+ ot despansa 2025), xinacc B mo Yaing-IIbio, BHY-
TpPUIIEYEHOYHAsl TOPTa/lbHAS TUIIEPTEH3Ms C BAPMKO3HBIM
paclIpeHreM BeH MUIEBOfA ¥ JKeMyfKa C pasBUTUEM
PeLVMANBUPYIOLIUX MUIIEBOJHO-KETYJOUYHbIX KPOBOTEYe-
Huil. I[ToCTOSHHO MpUHMMaeT IpenapaThl KaabLUsA U BUTA-
MuH D, feHocyMab 1o cxeMe, CHMPOHOIAKTOH B To3e 50 Mr
B CYTKU, YPCORE30KCUXO/IEBYI0 KMUCAOTY B Hose 500 mr
2 pasa B CyTKHU, OPHUTMHA L-acmapTar B ZO3SMpPOBKe 3 T
B CYTKM, MeTW/IIPETHN30JI0H B j03e 4 MI' B CyTKU (OT IIpH-
eMa I'MIPOKCUXIOPOXUHA MAIIeHTKa KaTerOpUYecKy OTKa-
3bIBajIach). AHaMHe3 IIpefcTaB/eH Ha PucyHke 1.

[Tpu 1a60paTOPHOM MCCIEOBAHNY BO BpeMsi TOCIIUTA-
nusanuu obpalano Ha cebs BHUMaHME HaIM4Ye HOPMOX-
POMHOII HOPMOLIUTAPHOIT aHEMIH C YPOBHEM TeMOITIOONHA
72 (120-140) r/m, cHmKeHreM rematokputa 1o 28,1 (35-47)
%, TpombounTomnenweii go 135 (180-320) x10°/1, nerikoru-
ThI 7,64 (5-9) x10°/71; neyéHOYHBIe TPAaHCAMIHA3BI — B IIpe-
fenax pedepeHTHBIX 3HaueHuit. VIMMyHOIOrn4eckue Io-
KasaTe/lu: TUTP aHTUMHYK/IeapHOro dgakropa (AH®D) 1:640
(<1:160), AITA — TONMOXUTENBHO.

I[Tpu xommnbiotepHoit Tomorpadus (KT) opranos rpyx-
HOJI IIOJIOCTV — Ipu3Haky 6ponxuonuTa. Ilpu axokapau-
orpadun ypoBeHb CUCTOTNIECKOTO ¥ CPEHETO AaB/IeHNUs
B JIETOYHOIT apTepuy — B IIpefie/iax HOPMBL.

ITo pmaHHBIM yIbTpasBYKOBOro mccregosanusa (Y3U)
OpraHOB OPIOLIHOI OIOCTY OIPeNieNsIeTCsl yMEPEeHHOe KO-
JINYECTBO CBOOOITHOI >XUAKOCTY, A dy3HbIe MISMEHEHN
[eYeHN IO TUILY UPPOTUIECKUX, OTEK IIePUBE3NKaTIbHOI
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KJIETYaTKM PEaKTVBHOTO Xapakrepa, fuddysHsie nsmene-
HS TIOJKETYIOYHON >KeTle3bl.

ITo mannbIM Y3V OKONOYIIHBIX M IOFYETIOCTHBIX CITFOH-
HBIX JKe/le3, BBIAB/IEHBbI NU(Qy3HbIe N3MEHEHNs B BUME
YMEpEeHHO HEOJHOPOJHOI CTPYKTYPBI, aBacKy/ApU3alin

ITApE€HXVIMBI.

ITpu asodaroracrponyonenockomn (IIC) BbiABIe-
HBI [IPU3HAKY BapMKO3HOTO PACLIMpPEHNsI BeH MMIeBOfa
3 cremenn (no Ilepuunrepy), BaprKO3HOe paclIVpeHIe
BeH xenyaka (GOV1/GOV2 mo Sarin), sposusHsiil ped-
TOKC-930(aruT (OTEYHOCTb CAMSUCTON OOOMOYKM IH-
I[eBOfla C JIMHEMHBIMU 9PO3UsIMHU, ¢ HameToM (uOprHa
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Figure 1. Medical history of the patient

Abbreviations shown in the figure: ANF — antinuclear factor, ACA — anticenter antibodies, AMA — antimitochondrial antibodies, EGDS — esophagogastroduodenoscopy,

Hb — hemoglobin
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TI0 BCEM CTeHKaM). B aHTpanbHOM OTiene sKemy/iKa 110 BceM
CTeHKaM Hab/MoIaloTcs II0cKue aposuu fo 0,3 cM B fuame-
Tpe ¢ HajeToM (pubOpuHa; B 0671aCTU [HA >KeTyAKa — IIJIO-
CKO-IIPUIIOJHATbIE YIaCTKM TunepIiviasun. IIpu amactome-
TpUM ycTaHOB/eHa cTanusa F4 ¢pubposa mo mkane Metavir.

[TprHMMas BO BHUMAaHMe [INTebHOE HAINE Y TTaI-
€HTKM CMUHJpoMa PeilHO, BbINOJIHEHA KaIWIIAPOCKOIN:,
I7le OTMEYaTI0Ch HEPAaBHOMEPHOE PACIONOXKEHME KaIIMI/IA-
POB C X pacIINpeHneM, CHIDKEHNE UX IVIOTHOCTH C 607Ib-
MMM yYaCTKaMM aBacKYy/sAPHbIX MOJEN.

Taxum 00pa3oM, y4uTbIBas Hajan4ye OPOHXMOJINTA,
cuHppoMma PeifHO M mopaskeHusa KOXu (IUIOTHBI MHJY-
PaTMBHBIN OTEK KOXKMU, «KMCETHBI» POT), a TAKXKe IOJIO-

JKUTEbHbIE MMMYHO/IOTMYECKIe MAapKEPHI, y MAal[UeHTKN
nmeet Mecto tedenne CCll B pamkax overlap-cuHppoma:
CCI+ITbX+CII.

Huarnos CCJI moctaB/ieH Ha OCHOBaHUM Kaaccupuka-
1yoHHbIX Kputepues (Tabmnuia 1) ACR/EULAR (American
College of Rheumatology/European League Against Rheu-
matism Systemic Sclerosis classification criteria).

Knunuueckuii ouaznos:

OchosHoii  ouaeno3:  Overlap-cuagpom.  CrcreMHast
CK/IEpOfiepMIsl, TMMUTHPOBaHHAsA (OpMa, XPOHMUECKOEe
TeYeHMe C IOPaKeHUeM JIeTKUX (OpOHXMONUT), COCYHOB
(cunpmpoMm PeitHo, KammIIsspOCKOIMIecKyie M3MEHEH s, Te-
JICAHTMOKTA3MUN), XKETYJOYHO-KIUIIEYHOro TpakTa (rmmo-

Tabnuua 1. Knaccupuxayuonnvie kpumepuu CCL] ACR/EULAR 2013 .

| ITapameTtp | IIpnsnakn | Bannsr |

VTonuieHe KOXM Masnblies 06enx pykK,
pacmpocTpaHsolieecs IPOKCUMaIbHee MACTHO- - 9
(aIaHrOBBIX CYCTABOB (IOCTATOYHBII KPUTEPIIT)
YronuieHne Ko MasblieB [InoTHBIN OTEK ManblieB 2
(y4mThIBaeTCs TOMBKO MaKCHMAaIbHBII 6ajI)

CxepofakTu/ans (fUCTanbHee MACTHO-(HaTaHIOBBIX CYCTaBOB) 4
VIsameHeHUsI KOHYMKOB IaJIbI[EB SI3BbI KOHYMKOB IAJIbI[EB 2
(y4MTBIBaETCA TOMBKO MaKCHMaNIbHbIN 6asim)

Py611p1 Ha KOHYMKAX TTa/TbIEB 3
TeneaHrnoskTasum - 2
VI3MeHeHM A KallM/UIAPOB HOTeBOTO JI0XKa - 2
JIérouHas apTepuanbHas TUIIEPTEH3NA U/ UK IToBbleHVe aBIeHNA B IETOYHON apTepuy 1Mo JaHHBIM Ox0KT 2
MHTEePCTULMATBHOE IOPAsKeHMe TeTKIX

[Tpu3Haky MHTEPCTULNATBHOTO IOPasKeH s TeTKMX Mo faHHbIM KT 2
®enomeH Perino - 3
AyToaHTuTena, Xapakrepusie s CCJJ AHTHIIEHTPOMEpPHBIE 3

AHTHTeNIa K Toousomepase I 3

AmnTtnrena k PHK-nonmnmepase I11 3
Bcero 23 u3 30

TIpumevanue. 9 6amnoB u 6onee — auarnos gocroseproit CCJI. I]BeTOM BbIjie/IeHbI KPUTEPUM, MMEIOIMECs Y JAHHO Ial{HeHTKIL.
Cokpamienns, npegcTaprenHbie B Tabmuue: 9xoKI- sxoxapauorpadus, KT — xommbiorepras romorpadus, PHK — pubonyknennosas kucnora, CCJl — cuctreMHas cKiepofepmus

Table 1. Classification criteria of the 2013 ACR/EULAR SSD

Parameter Signs Scores
Thickening of the skin of the fingers of both hands,
extending proximally to the metacarpal joints - 9
(sufficient criterion)
Thickening of the skin of the fingers Dense swelling of the fingers 2
(only the maximum score is taken into account) Sclerodactyly (distal to the metacarpophalangeal joints) 4
Fingertip changes Ulcers of the fingertips 2
(only the maximum score is taken into account) Scarring on the fingertips 3
Telangiectasia - 2
Changes in capillaries of the footbed - 2
Pulmonary arterial hypertension and/or Increased pressure in the pulmonary artery according to EchoCG data 2
interstitial lung disease Signs of interstitial lung damage according to CT 2
The Raynaud phenomenon - 3
Autoantibodies characteristic of SSD Anti-centromeric 3
Antibodies to topoisomerase I 3
Antibodies to RNA polymerase IIT 3
Total 23 u3 30

Note. 9 points or more is a diagnosis of reliable SSD. The criteria available to this patient are highlighted in color.
Abbreviations in the table: EchoCG- echocardiography, CT — computed tomography, RNA — ribonucleic acid, SSD — systemic scleroderma
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TOHMS IIMILEBOMA), KOXKM (IVIOTHBIIT OTEK KICTEN, KOSKHBIII
cuyer io G.P. Rodnan 2 6asa), HepBHOII c1cTeMbI (TIOIMHEI-
pomaTys), MMMyHoONOrndeckumy HapyureHuamu (AHO+,
ATTA+). CIII ¢ mopakeHneM CJIe3HbIX Jkere3 (Kcepodrab-
MM, CYXOJi KepaTOKOHDBIOHKTMBUT), CIIFOHHBIX Xere3 (ma-
PEHXVMATO3HBIl APOTUT, KCEPOCTOMM 3 CTENEeHN), VM-
myHonorndeckumu Hapyurerysamu (AHO+). TlepBuunbrit
OVIMapHBIIL XOIAaHIUT C ICXOZIOM B LIMPPO3 IeyeH, Knacc B
o Yaing-Ilpio, AMA M2+.

Ocnosicnernus: TlopranbHas runepTeHsus. BapukosHoe
pacupenue Ben muuesoga 3 crenenn (o llepunurepy).
BapukosHoe pacumpenne BeH >xenygka (GOV1/GOV2 no
Sarin). IloprampHas racrpomarus. CHHPOM I'MIepCIIIe-
HU3Ma: IaTeHTHasA TpoMbonuronenus. [ledeHouHas oHIe-
¢anomarus 1 ct. HopMoxpoMHast HOpMOLUTAPHAst aHEMIL
CpeJ[iHell CTENIEHN TAXKECTI.

Conymcmeytowuii ouazro3: XpoHndecKuil Hearpodu-
YeCKMil TacTPUT, HeaccouumpoBauHslit ¢ H. pylori. ITonmnn
JKemuHoro 1my3pips. Kimcra nmedenn. IToctMeHonaysanbHbIi
octeonopos, T-xkpurtepuit = -3,1. Puck octeomopotnye-
ckux nepenomos 1o FRAX — 11,6 %.

C yuérom mepekpécra Tpéx ayTOMMMYHHBIX 3a60/IeBa-
HUJI, peKOMEH/I0BaHA MHULIMALA Tepanny a3aTUOIPUHOM
50 MI B CYyTKM C ITOC/IEYIOLEN TUTPaLMEeN SO3bI, IIPOJO/I-
JKeHIe IpuémMa MeTUIIIPESHU30IOHA B 103€ 4 MI' B CYTKH,
mobaBjieHMe K Tepalny MpernaparoB Xeje3a U THOKTOBOI
KIUCTIOTBI, IEHTOKCU(IIINHA.

B nione 2025 roga a3aTuOpyH ObUT 3aMEHEH Ha TUPOK-
CUXJIOPOXUH B fjoze 200 MT B CYTKM IO IIpUYMHE CTabocTu
M OTCYTCTBMA anneruta. [Ipy puHaMudeckoM HabIofeHIN
B ceHTs10pe 2025 rofa maljyeHTKa YyBCTBYeT cebs yaoB-
JIETBOPUTENbHO, OTMEYAETCs Perpecc CYAOpor, KO>KHOTO
3yZa, ONBIIKY. B OnoxuMmdeckoM aHamu3e KpOBM B CeHTA-
6pe 2025 roga HabMIIOAETCS HE3HAYUTEIBHOE MOBBIIICHIE
YPOBHA anaHMHaMMHoOTpacdepassl fo 40,5 (0-34) El/n,
acmapratamuuoTpancdepasst go 34,5 EJl/n, rammarmora-
munTpaHcepassl o 56,4 EJI/m.

O6cyxpeHue

Hecmotpst Ha TO, 9TO AMATHOCTMKA Ay TOMMMYHHBIX 3a-
60j1eBaHNIT 3HAUUTENBHO YIPOCTUNACH C IOSBICHNEM BO3-
MO>KHOCTH OIIPefie/IeHNsI B CBIBOPOTKE KPOBM Pas3/IMIHBIX
ayTOaHTHUTeTI, Bepudukarus overlap-cuHApoMa 10 CUX IOp
COTpsKEHa CO CIIOKHOCTAMIA, YTO CBA3AHO C 0COOEHHOCTSI-
M1 e610Ta U KIMHIIECKOTO TedeH sl JAHHOI TaTOTOTHIA.

[TaToreHeTn4ecKne OCHOBBI COYETAHVS ayTOUMMYH-
HbIX 3200/1eBaHMIT IO KOHIIa He M3BeCTHBI. [Ipefnonaraior,
YTO BOKHYIO POJIb UTPAIOT Je()eKThl MMMYHHOI CHUCTEMBI,
acCcOLMMPOBAHHbIE C MOMMMOP(UIMOM IeHOB 1 (aKTopa-
MM OKPY>KaIOLIeil CPEMbI.

CHI sBnstercst 3aboneBaHmeM, KOTOPOE YacCTO acco-
IUUPYETCA C JPYTUMMU PEBMATONOTMYECKMMY IIaTONOTH-
simu. I10 [aHHBIM PETPOCIEKTVMBHOIO MCCIELOBAHMNS, U3
1119 nanmenToB ¢ CIII y 308 yenosek (27,5%) 6bu1 gua-
rHoctuposas [16X [13].

Hanmume cpasy Tpex ayTOMMMYHHBIX 3a60/IeBaHUIT
BCTpedaercs peako. Date K. u coaBT. ommcbiBamm ciydaii
ocTporo (IerMOHO3HOTO 330()arura, BHISBAHHOTO MIU-
kpoopraunsmamu poga Candida spp., y manuenra ¢ CIII,

HePBUYHBIM OVIMAPHBIM XOMAHTUTOM U Ay TOMMMYHHBIM
remaTuToM [14]. ITOT CMyYail feMOHCTPUPYET BaXKHOCTD
MIOCTOSIHHOTO HAO/MIOfIeHNsI 32 HAlMIeHTaMy C MHO>KECTBEH-
HBIMJ ayTOVMMYHHBIMU ITAaTOJIOTVAMH, a TAKXKe KOHTPOJIA
7ab0paTOPHBIX OKa3aTesIel fA/isl IpefyIpesKAeHNs Pa3Bu-
Ty MHQPEKIVOHHDBIX OCTIOKHEHMIA, YTO CBSI3aHO C HA/IMYM-
eM MMMYHOTeDUINTHBIX COCTOSIHMI Y 9THX MAIVIEHTOB.

Han H.S. n coaBT. onuceiBanyu KIMHUYECKUI Crydait
nanyenTKy ¢ [IBX B coueTanmm ¢ ayTOMMMYHHBIM Tella-
TUTOM, Y KOTOPOJI BIIOCTIEACTBUY OblTa AMATHOCTUPOBAHA
CCJI. ABTOpBI HOFYEPKHYIN OOIIYI0 MaTOreHEeTHYEeCKYIO
OCHOBY 9TuXx 3aboneBanuit [15].

Tikuni N. et al onmucanu KnMHUYeCKoe HAOIIOEHNE T1a-
uuenrta ¢ CCJI u CIII, Ha ¢oHe KOTOPBIX pa3BUINCh IIep-
BUYHBIN OWIMapHBI Luppo3 u 6omesHb I[peiiBca [16].
B ornmume OT ONMCAHHOTO Caydas y Halleil IalMeHTKU
nepBoHauanpHbIM 3a6oneBanuem 6bu1 CII u I1BX, a yxe
BIIOC/IEICTBMM IIpycoefuHmnacy cumnromaruka CClI.
Jpyryx manyeHToB ¢ codeTaHMe MMEHHO 9THX 3 ayTOMM-
MYHHBIX [IaTO/IOTMIA B JINTepaType He OIMICaHO. DTO elle pas
HOATBEPXK/IAeT BXXHOCTD PACIIMPEHNS JUarHOCTIYECKOTO
HONCKA Y MAIIMeHTOB C y)Ke YCTAHOBJIEHHDBIM JIMarHO30M.

3aknoueHUue

OrnuunTenbHOM  0coGeHHOCTbI0 — overlap-cuaapoma
ABIACTCA BO3MOXXHOCTHb KaXXOgoro mus3 3360HeBaHI/Iﬂ MO-
AuUIMpPOBaTh MPU3HAKN [PYTOro, YTO 3HAYNTEIBHO 3a-
TPY[HAET CBOEBPEMEHHYI0 AMATHOCTUKY U HasHaYeHue
Teparmnmn. HOSTOMY B HOBCCHHeBHOﬁI IIPpaKTNKE KJIMHU-
ycTa HEOOXOAMMO IIOMHUTb O BO3MOXKHOI TeTEepOTreH-
HOCTUN aYTOI/[MMYHHO]‘/'I IIaTOJIOTVIN VI HAZINMYNN Yy MallMeHTa
overlap-cuagpoma.
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