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AnHomayusn

B craThe mpeicTaBIeHo onrcaHue ciyvas HearddepeHIMPOBAaHHOTO CHCTEMHOTO 3a00JIEBAHUS COEMHUTEIBHON TKAHU Y MY’KUYHUHBI MOJIOZIOTO
BO3DACTa, MIPOSIBJISIOIIETOCS KIMHUYECKON KapTUHOH, 1ab0PATOPHBIMU U3MEHEHUSIMI U UMMYyHOJIOTHYECKIMU MapKePaMH, XapaKTePHBIMI
JUIs1 HECKOJIBKUX CHCTEMHBIX 3a00J1eBaHUH COEANHUTETBHON TKAHH, HO IIPU 9TOM He YKJIAJAbIBAIOIIETOCH B ITOJIHBIE AUATHOCTUUECKHE KDUTEPUN
HU OJJHOTO U3 HHX B OTAEJIBHOCTH, YTO 3aTPYAHIET IOCTAHOBKY IHarHO3a. B 10JIb3y CHCTEMHOM KPAaCHOH BOJTYAHKU CBU/IETEIBCTBOBAIM 00IIE-
KOHCTUTYIHOHAIBHBIN CHHAPOM, THe3/{HAs aJIOelis, TOBbIIIeHne aHTuTe N IgG K Kap/MOINIIHY, HEOPO3UBHBIA apTPUT, CAKPOIIENT (BCTpe-
vaeTes y 25% MyKYHH), HO II0 cyMMe 6aJUIOB 9THUX IPU3HAKOB OBLIIO HEZIOCTATOUHO /IJIsl IIOCTAHOBKYM OKOHYATEJILHOTO AMAarHo3a. 32 PeBMaTOU/I-
HBII apTPUT OTBeYasH AeUTYPAIUH U CHMMETPHYHOE OPaXKeHHe MEJIKUX CYCTABOB KUCTEH U CTOII, HO HESPO3UBHBIN aPTPUT, OTPUIIATETHHAS
peaxius Ha peBMaTOUAHBINA (HAKTOp M aHTHUTENIA K UKIHYECKOMY IIUTPYJIHHCO/EPKAIIEMY MENTH/Y CBH/IETEIHCTBOBAIH IIPOTHB AHArHO3a
peBMaTOUHOTO apTpuTa. IIpU3HAKU CHCTEMHON CKJIEPOIEPMHH — TOJIBKO HOJIOKUTEIbHbIe aHTHTena K PM-Scl 70. IIpeBasinpoBaiy MpU3HAKH
JIepMaTOMHUO3UTA: APTPAJITUH, TAITYJIbl [OTTPOHA, CUMIITOM «OYKOB», «T€JIHOTPOIHASI» ChIIb, CJIA00CTH MBIIIIL TPOKCUMAIbHBIX OT/IEJIOB KOHEU-
HOCTeH, TOBBIIIIEHNEe TPAHCAMUHA3, JIAKTATAEeTH/IPOreHasbl, MO3UTHBHOCTH K Mi-2, IepBUYHO-MBIIIIEYHOE TTIOPAYKEHIe HA UT0JIbYATON JJIEKTPO-
Hetipomuorpaduu, — Ho HOpMaTbHbIE IIOKa3aTeIu KpeaTHHGOCHOKIMHAZHI HeXapaKTePHBI A1 Hero. [[JI IOCTAHOBKH JUarH03a CMEIIaHHOTO 3a-
60JIeBaHUsI COEIMHUTEIBHOU TKaHU U overlap-cuHpoMa GbLI0 HEeI0CTATOYHO KpUTEPHEB. B KauecTBe TAKTUKY JI/Isl OKOHUATEJIFHOTO BpaueGHOTro
PpellleHusT IPe/JIOKEHBI JabHellee HabII0IeHre 3a MAIIEHTOM U 1000CIe/loBaHIe Ha aMOyJIATOPHOM 3Talle.

Knaioueswte croea: HenubdepeHINPOBAHHOE CUCTEMHOE 3a00/I€BaHNE COEANHUTEBHON TKAHH, CMEIIaHHOe 3a00JIeBaHIe COeMHUTEIbHOM
TKaHHU, overlap-cuH/IpoMm.
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Abstract

The article presents a description of a case from practice of undifferentiated systemic connective tissue disease in a young man, manifested by a
clinical picture, laboratory changes and immunological markers characteristic of several systemic connective tissue diseases, but at the same time
not fitting into the full diagnostic criteria of any of them individually. The difficulty in making a diagnosis was that the patient had signs charac-
teristic of several systemic diseases. For systemic lupus erythematosus: general constitutional syndrome, alopecia areata, increased IgG antibod-
ies to cardiolipin, nonerosive arthritis, sacroiliitis (occurs in 25% of men), but the total score is insufficient to make a final diagnosis of systemic
lupus erythematosus. Rheumatoid arthritis is characterized by deformities and symmetrical lesions of small joints of the hands and feet, but
against rheumatoid arthritis — nonerosive arthritis, negative reaction to rheumatoid factor and anti-cyclic citrullinated peptide antibody. For sys-
temic scleroderma — only positive antibodies to PM-Scl 75. Signs of dermatomyositis prevail: arthralgia, Gottron papules, "glasses" symptom, "he-
liotrope" rash, weakness of muscles of proximal parts of limbs, increased transaminases, lactate dehydrogenase, positivity to Mi-2, primary mus-
cle lesion on needle electromyography, but uncharacteristically — normal creatine phosphokinase values. There were insufficient criteria to estab-
lish a diagnosis of mixed connective tissue disease and overlap syndrome. Further observation of the patient and additional examination at the
outpatient stage were proposed as tactics for the final medical decision.
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BBepgeHmne

CucremHble 32001€BaHUA COETMHUTEIPHON TKAHU IIPE-
CTaBJIAIOT COOOU reTepOreHHyI0 rpymiy 3ab60JIeBaHUN ¢ Xa-
PaKTEpHBIM IIOJIMOPTaHHBIM IOPa)KEHHEM M IINPOKUM
crieKTpoM ayTroaHTuTesn. Kakzmoe m3 3THX 3aboseBaHUN
UMeeT XapaKTepHble KJIMHUYeCKHe IPOSBJIEHNUA U CIeIu-
(uyeckre UMMyHOJIOTHYECKHE MapKephl, HA OCHOBE KOTO-

pbIx pa3paboTaHbl KyiacCU(bUKAIMOHHbBIE WU JIMAaTHOCTU-
yeckue Kputepuu [1—4]. OpHako HAOGJIIOAAIOTCSA CIIydau,
KOI/Ia y Tal[MeHTa HeT JI0CTaTOYHOro Habopa KpUTEPHEB,
HeOOXO/IMMBIX JJIf TIOCTAHOBKHU JIOCTOBEPHOTO JIMATHO3a,
Wi, HA060POT, UMEIOTCS IPU3HAKU JIBYX U OOJIee CHCTEM-
HBIX 3a00I€BaHMII COENUHUTENIbHON TKaHu [3—5]. Takue
CJlydadl MOTYT IIPEJCTABJISATh JIUATHOCTUYECKUE CJIOKHO-
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CTH, IPUBOJAIINE, B CBOIO OYepesb, K IO3HEMY UIU He-
BEPHOMY JIMAarHO3Y. Y 3TOH KaTerOpPUY MaI[UeHTOB JUAarHO3
dopmynupyercs Kak cMelIaHHOe 3a060JIeBaHUE COENHU-
tesibHOU TKaHU (C3CT), win HenuddepeHnMPOBaHHOE CU-
creMHoOe 3abosieBaHue coequHuTenbHON Tkanu (HC3CT),
WIN TepekpecTHbi cuuzpoMm (overlap-curzppom) [6, 71.
[ToaToMy HOMCK BpauyeOHOTO pelIeHHs B JJUAalHOCTUKE 3a-
00JIeBaHUI COEQUHUTELHON TKAHU CKJIAABIBAETCS U3 BbI-
OOpKHU KJIMHHYECKUX U JabOpaTOPHO-MHCTPYMEHTAIbHBIX
KpUTEPHUEB, 00JAZAONUX HAUOOJIbIIEH YyBCTBUTEb-
HOCTBIO M CIIENUMUIHOCTHIO JJIA KAXKIAOU U3 HO30JIOTHYe-
ckux dopm. HeobxonuMo IPOBOAUTH IVIyOOKHMH aHAIU3
AHAMHECTUYECKUX, KJINHUYECKUX JAHHBIX U PE3yJIbTaTOB
00BEKTUBHBIX METOJIOB 00C/IeIOBAHMS MAIMEHTa, a TAKXKe
nuddepeHInaNbHYIO JUATHOCTUKY CPeAY GOJIBIIOTO CIEK-
Tpa CUCTEMHBIX 3a00JIeBAaHUI 1 UHOU MTATOJIOTUH, T/Ie BE/1y-
[[ye KJIMHNYeCcKue IPU3HAKN MOTYT BBICTYIIATh B Ka4ecTBe
Macku 3a00J1€BaHUA.

HC3CT - cocrosnue, Ipu KOTOPOM y IallUEHTa IIPUCYT-
CTBYIOT IPU3HAKH HECKOJBKUX CHCTEMHBIX 3a00JI€eBaHHH
COEMHUTEIPHON TKaHU, HO He YKJIQJIBIBAIOTCA B YeTKHUe
KPHUTEpUH HU OIHOTO U3 HUX [8, 9]. N3BectHO, uro HC3CT
MOTYT BO3HHUKATh B JIIOOOM BO3pacTe, HO yallle BCEro Ha-
0JIIOZIAIOTCS Y B3POCIIBIX, IIPUYEM JKEHIIUHBI 0J[BEPKEHBI
3a00JIEBaHUIO Yallle, YeM MYKYUHBI (COOTHOILEHUE >KEH-
IIUH K My>KYUHaM 9:1). PacupocTpaHeHHOCTh COCTABIIAET
OT 5 710 30 cJiIydaeB Ha 100 ThIC. HaceseHuA. [lo MHeHHUIO
6ospirHCTBa aBTOpoB, HC3CT mpUHATO cYNUTATh PaHHEH
cTajuedl pa3BUTHUSA OIIPe/ieJIEHHBIX 3a00JI€BAHNUN: CHUCTEM-
Hol kpacHo# Bosryauku (CKB), cucreMHO# cKIepoiepMuu
(CCH), nepmaromuosura, peBmarougHoro aprpura (PA).
HaGiromeHre 3a nanyeHTaMy IOKa3bIBAET, YTO CO BpeMe-
HeM npoucxoauT sposonuonuposanne HC3CT B ogHO u3
ykazaHHbIX 3aboseBaHuid. HC3CT MOXKHO paszienuTh Ha
IIPOrPECCUPYIONIYI0 U cTabmwiIbHYyI0 (opmbl. [To maHHBIM
JIATEPATYPHI, y 28% HanueHToB HAOJII0aeTCsA IPOrPeCcCH-
poBaHue 3a00JIEBAHNS, Y OCTAJIBHBIX IIAI[UEHTOB B 18% cIry-
vaeB HacTymaer pemuccusi. OfHaKO y OOJIBIINHCTBA 0OJIb-
HBIX B TedeHHe 5—6 JIeT Iocjie ITOCTAHOBKU JIMAarHO3a
HC3CT pasBuBaercs 01HO U3 YKa3aHHBIX CUCTEMHBIX 3200-
JIeBaHUU. BpIKHMBaeMOCTh B T€UEHHE 10 JIET COCTaBIAET (O0-
siee 90% [4, 10]. Ho He06X0/TUMO TIOMHUTD, YTO JIAaHHBIE Pe-
3yspraroB Tepanuu HC3CT HeqoCTyNHBI, TO3TOMY TOYHOE
BJINSIHYE Ha IPOTHO3 M KA4eCTBO YKMU3HU /10 KOHIIA He AICHO.

IMespb — u3yyeHue OCOOEHHOCTEH KJIMHUKUA U JIHATHO-
cruku HC3CT Ha npumepe KJIMHAYECKOTO CIydasd.

MaTepmanbl n meTtoAabl

IIpuBe/ieHa ucropusi 6osie3uu naueHTta X. 30 JieT, Hax0-
JIUBIIETOCS HAa CTAIlOHADHOM JIEUEHUHN B PEBMATOJIOTUYE-
CKOM OT/IeJIeHUH PeciyOIMKaHCKOTO KIIMHUKO-/TUarHOCTH-
yeckoro neHTpa r. :xescka. CBeZileHUsI O COCTOSTHUY AL~
eHTa JIsl TyOJIMKAINY TIPE/ICTABJIEHbI ¢ ero HHGOPMHUPO-
BAHHOTO COTJIACHS.

KnuHnyeckum npumep
ITanuenT X. 30 JIeT IOCTyIIAeT B CTAllIOHAD 29.05.2025 C
skasio6amu Ha 60s1u B 5—6 6aJIIOB 110 BU3YaJIbHOM aHAJIOTO-

Puc. 1. Manynbi FoTTpoHa y naumnenTa X.
Fig. 1. Gottron’s papules of patient H.

Puc. 2. «FennoTponHas» Cbinb Ha NnLe B CKYN0BOI 06nacTn, CUMNTOM
«OYKOB» y NnaumeHta X.

Fig. 2. "Heliotrope" rash on the face in the zygomatic region, "glasses" symp-
tom of patient H.

BOH IIIKaJIe U MPUILYXJIOCTh B KPYITHBIX U MEJIKHMX CyCTaBaX,
cabocTh v GOJTM B MBIIIIAX BEPXHETO [JIEYEBOTO MMOsICa U
CIIUHBI, TIOBBIIIIEHNE TeMIEPATYPHI Testa 70 38°C, :Kugku
CTYJI 0 4 pa3 B JIeHb, IOTEPIO MACCHI TeJIa Ha 20 KT 34 II0-
CJIeJTHUE 3 MeC, BBINAJIEHUE BOJIOC, OOIIYI0 c1aboCTh.
AnamHe3 3a0osieBaHusA. Vcropus pa3BuTus 3abose-
BaHUA HAYMHAETCA ¢ 03.01.2025 Ha (GOHE IEPeoxIIaK/e-
Husl. Y ManyeHTa MOsBIISIOTCS TPENUHbBI B 00J1aCTH HOT'Te-
BBIX BJINKOB, IIEJIyIIIeHNe Ha Pa3rubaTebHbIX TOBEPXHO-
CTAX CyCTaBOB KUCTEU pyK, 3y Koxu. C 06.01.2025 no6a-
BWINCH OOJIM B KPYIHBIX, CPDEJIHUX U MEJIKUX CyCTaBaX —
7—8 6aJ/UIoB 10 BU3yaJbHOW aHayoroBoi mikaiue. C cepe-
JIMHBI STHBAPSI 2025 T. TMAI[UEHT He MOXKET CKUMAaTh KUCTh B
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KyJIaK, TeMIlepaTypa Tesia HofgHuMaercsa 10 (heOpUIbHBIX
3HaueHui. C 03.02.2025 aM0y1aTOPHO IIepBOe OOpaleHye
K PeBMAaTOJIOTy, HadaTa Tepalus HeCTEPOUHBIMU IIPOTHU-
BOBOCIJINTEJIBHBIMU IIPernapaTaMy U IJIIOKOKOPTHKOCTe-
pou/iaMHu ¢ HEIPOAOJIKUTETbHBIM ITOJIOKUTEIBHBIM 3¢-
dexrom. I'ocurasm3upoBaH 29.05.2025 B PeBMAaTOJIOTH-
Yyeckoe OTZesleHne PecryOMKaHCKOTO KJIMHHUKO-ZUArHO-
CTHYECKOro IleHTpa TI. VkeBcka /I JaJbHEHUIIero Jo-
o0cyieoBaHusA U 110/100pa TEPAITHH.

AnamHe3 Ku3HHU. [laniueHT MMeeT BhIcIIee 0Opa3oBa-
Hue. Paboraer nH>xeHepoM B He(TAHON KoMIaHWU. Mmeer
npodeccoOHaTBHBIE BPEJHOCTH — KOHTAKT ¢ He(PTEIPOIyK-
TaMHU, ITepeoxXIak/ieHNs B KOMaH/INPOBKaxX. BpeHpIx mpu-
BBIYeK He uMeeT. [lepeHeceHHbIe Onlepanuy — ABYCTOPOHHSA
repHHOIUIACTHKA B JIETCKOM Bospacre. IlepeHeceHHbIe 3a00-
JIEBAaHUS — OCTPBIE PEeCIIUPATOPHbIE BUPYCHble MH(EKINH,
skenTyxa B jieterBe, COVID-19 B 2020 T. B j1erkoit popme.

JlaHHBIE 00BEKTUBHOIO0 o0caexoBanuAa. O6Iee co-
CTOSIHHE CPeTHEH CTEIeHH TSAKECTH. AHTPOIIOMETPHYECKIe
JIaHHBIE: POCT 176 CM, Macca Tesla 59 KT, NH/IeKC MacChl TeJia
19,0 kr/m2. KosxHBIE TOKPOBBI (GU3UOJIOIHUECKON OKPACKHU.
B oGnactu kucredl — oreku u JedUTypalliyd CYCTaBOB.
13 KOKHBIX IPOABJIEHUH HabmozaroTes namysibsl [orTpora
(puc. 1), «TeJIMOTPOIIHASI» CHITIb, CHMIITOM «OYKOB» (pHC. 2).
Tax:ke TPUCYTCTBYIOT YYACTKU THE3HON asonenuu. Ayc-
KyJIbTAaTUBHO — JIbIXaHUE B JIETKUX BE3UKYJIAPHOE, XPUIIOB
HeT. TOHBI cepAlla PpUTMHUYHBIE, ACHBbIE. JacToTa cepzed-
HBIX COKpAIeHWH 75 yA/MUH. ApTepuasbHOE JaBJIEHHE
120/80 MM PpT. cT. 2KUBOT IIpU MayblIaliuy MATKUAH, 6€360-
Jie3HeHHBIU. IleyeHb He BBICTyIIAeT U3-110/] Kpas pebepHOH
ayru. Cesnesenka He nansnupyerca. Cumnrom ITacreprar-
KOT'O OTPHUIATEJIBHBIH ¢ 006eux cTopoH. OTEKOB HeT.

MeTopbl nccnegoBaHns

YuursiBas aHaMHe3 3a00I€BaHUA U KaJI00bI, MAIUEHTY
Ha3HAYeH PsJl METOZI0B UCCIIe/JOBAHMSA:

* 001U aHAJIN3 KPOBU;

* pacHIMpeHHBIH OMOXMMUYECKUN aHAJIN3 KPOBH;

« cepoJioruueckue uccsaenoBanud Ha BUY, renatutel B u
C, cuduiuc;

* IMMYHOJIOTHYECKUE HCCIIENOBAHUA: aHTUHYKIJICAPHBIN
dakrop (AH®) na HEp-2 kjerkax, aHaJIu3 Ha aHTHUAJIED-
Hble aHTHUTeNa (MMMYHOOJIOT), aHTUTEA K IUKINIECKOMY
nuTpy/utnHupoBanHomy nentuay (AILIID), antudocdo-
JIUNIAJHbIE AHTHUTEJIA,;

e OHKOMAapKepbl — OOIIMH U CBOOGOIHBIN IPOCTATCIIEIH-
(prueckuii aHTUTEH;

o OOIIMI aHAJIN3 MOYH;

* BJIEKTPO-, 9XOKapauorpadus, peHTreHorpadusa KocTen
Ta3a, KUCTEH U CTOT;

« MarHUTHO-pe30oHaHcHasA ToMmorpadus (MPT) cakponie-
aJIbHBIX COYJIEHEHN;

e Urosjpyaras daeKTpoHeipomuorpadus (mOHMI);

* KOMITBIOTEpPHAs TOMOrpadus OPTaHOB I'PY/IHOHN KJIETKU;

* YJIBTPa3BYKOBOE HCCJIEZIOBAHNE BHYTPEHHUX OPraHOB;

» GubpoOracTpoayoIeHOCKOIHsL.

PesyspraTel J1a00pAaTOPHBIX METOZOB HCCJIEOBAHMUA:
CO3 40 mMm/4, anannHamMuHOTpaHcdepasa 54 En/i, acnap-

Puc. 3. [IpnsHaKyn He3PO3MBHOro apTpUTa Ha peHTreHorpamme
Kucren y naymenTa X.
Fig. 3. Signs of nonerosive arthritis of patient H.

tatraMuHOTpaHcdepasa 55 Ex/n, C-peakTHBHBIA Oel0K
30 r/n, nmakrataeruzporenasa 230 En/n, dbepputun
500 Hr/mu1. ITpu aTOM cozmep:kaHue KpeaTHHGOCHOKUHABEI
B IIpeziesiax HopMbI — 95 Eni/n. HeraTUBHOCTB 110 peBMAaTo-
unHomy dakropy (P®). Ceposiornyeckue uccieoBaHus Ha
BUY, renatuter B u C, cudunuc — orpumartesibHBIE.
OO1ui aHAJIN3 MOYHU HEe BbIABUJI OTKJIOHEHHH.
PesysibTaThl MMMYHOJIOTHYECKUX MAapKEPOB IPE/ICTAB-
JIEHBI CJIEAYIOIINM 00pasoM: OTMEYasoch IOBBIIIEHHE
AH® na HEp-2 kieTkax B TuTpe 1:160, antuTen IgG k kap-
JUOJIUIINHY 10 24,4 En/Mi1, MO3UTUBHOCTD 11O aHTUA/ED-
HbIM aHTUTeaM (MMMyHOOJ10T) K Mi-2 u PM-Scl 70. Ox-
Hako Takme mokasartenu, kak AIIIIII, anturen HLA-B27,
anturena 1gG k ructuamwi-rPHK-cunrteraze (Jo-1), aHTu-
tesa IgG x 70 k/lu pubonykieonporenny Ui-snRNP (Ui-
70RNP), anturena ¥ antureny Sm (Cmura), aHTHUTEIA K
OeTa-2-TJIMKOIPOTENHY, AHTHUTEIA K THCTOHAM U HATUBHOU
JTHK 6pu1m orpunarespbabiMu. Mapkepsr ANCA-accoruu-
POBaHHBIX BAaCKyJIUTOB: aHTUTEJNa K IpOTenHase-3
(c-ANCA) u anTtutena k muenomnepocuznase (p-ANCA) ue
IpeBbIIIN pedepeHCcHble Auana3oHsl. AHTHTena k Ku,
PM-Scl 100, anturena k SRP u Ro-52, aHTHCHHTETa3HbBIE
anturena (PL-7, PL-12, EJ, OJ) He OTKJIOHSJIUCH OT KOHT-
POJIBHBIX 3HaueHUH. [Ipocrarcnenuduyeckuii aHTUreH 06-
U ¥ CBOOOAHBIN GBUIH B IIPE/IesIax HOPMBIL.
Pe3ysbpTaThl HHCTPYMEHTAJIbHBIX METO/IOB HCCIE-
JoBaHudA. [1o 3aKI0YeHUAM 3JIEKTPO- U HXOKAp/AHOrpa-
¢un marosiornu He BBIABIEHO. YJIBTPAa3BYKOBOE HCCIIENO-
BaHME BHYTPEHHUX OPraHOB: IIOJIUIIBI JKEJTYHOTO ITy3bIPS,
VIUIOTHEHHE YallleqHO-JIOXaHOYHOTO CHHyca 00erx IoueK.
Ha peHTreHOrpamMme KOCTel Ta3a: HIPU3HAKH IIPABOCTOPOH-
HETrO CAKpOWJIENTA 2-U CTEIleHH, SHTEe30IIaTHU. PeHTreHo-
rpaMMa KUCTEH U CTOI BBIABUJIA IIPU3HAKH HEBPO3UBHOTO
apTpuTta (KHCTOBHIHBIE IPOCBeTIEHUA B snudusax da-
JIAHT IaJIbIeB KUCTEH; PHC. 3), HAYaIbHbIE IPU3HAKU OC-
TEOAPTPUTA IEPBBIX ITIOCHEe-(hAJAaHTOBBIX CyCTaBOB U II0-
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nepevyHoe mwiockocronue. Ha MPT — aBycTOpoHHUU cax-
pounent. Ha uDHMI' — npu3Haku nepBUYHO-MBIIIEYHOTO
MopaskeHus B MBIIIIAX PYyK U HOT. Ha KoMIbpoTepHOU TO-
MorpadUy OpPraHOB TIPYAHON KJIeTKH — 0e3 IaTOJIOTHH.
ITo pesyspraram GpuOPOracTpoLyo€eHOCKOIIUY — AHTPAIb-
HBIH OYaroBbIN TaCTPHUT.

O6cyxaeHune

Huarnocruka HC3CT gocraTouHO Tpy/iHA U HOCUT KOM-
IJIEKCHBIA XapaKTep, IIPH 9TOM JIab0paTOPHbIE UMMYHOJIO-
TUYECKH METOZbl JIUaTHOCTUKH 3aHHMAIOT IIeHTPAIBHOE
MecTO. DTHU TeCTbl XapaKTEePHU3YIOTCA BBICOKOU UyBCTBHU-
TEJIPHOCTBIO K CHCTEMHBIM 3a00JIEBAHUAM COEJUHUTEIIb-
HON TKaHW. Ha ocHOBe IIOJIydeHHBIX Pe3yJIbTaTOB aHAM-
He3a U KOMIUIEKCHOTO 00cIeZjoBaHUsA OBLI BBICTABJIEH JU-
arLo3 mo Mex/IyHapogHOU Kiaaccudukanuu 6osie3Hen
10-ro nepecmorpa: «M35.8 HC3CT, BblcOKasg aKTUBHOCTb,
C IEPBUYHO-MBIIIEYHBIM IIOPAXKEHNEM BEPXHUX U HIKHUX
koHeuHocrelr (WOHMI or 06.06.2025), MOBBIIIEHNE JIaK-
TaT/AETUAPOreHaspl, acapTaTaMUHOTPaHc(epasbl, aTaHu-
HaMUHOTpaHcdepasbl, CHMMETPUYHBIN HE3PO3UBHBIA I10-
JINAPTPUT MEJIKUX CYCTaBOB KHUCTEH, PEHTIeHOJIOTHYecKas
cragus I, npaBocroponHuii cakpowient (MPT-Bepudunu-
poBaHHBIN 08.04.2025), BASMI 1, HLA-B27-HeraTuBHbBIH,
C KOKHBIMU IposiBeHuAMHE (cumiroM ['oTTpoHa, «reyno-
TPOIIHAA» CHIIIb, CUMIITOM «OYKOB»), HUMMYHOJIOI'HYe-
CKUMH HapyIIEeHWsAMH: IO3UTHUBHOCTH II0 AHTHAZEPHBIM
anturenam (ummyHoOs0T) K Mi-2 u PM-Scl 70, AH® na
HEp-2 xieTkax 1:160, aHTUTesIAa K Kapauonununy IgG 20
En/mn, — OOIIEKOHCTHTYIHOHAIBHBIMH IIPOSBJIEHUAMU
(moxynenue, dhebpuuter B /1e6t0Te). I'HE3/[HAS AJIOTIEIHSI.
Kosnt? ComyTCTBYIOIINH IUarHO3: aHTPAIbHBIN 09aroBbIA
TaCTPUT, ITOJUIIO3 XKETIHOTO Iy3bIPA».

CJI0KHOCTD IIOCTAHOBKHM JIMATHO3a 3aKJII0YaIach B TOM,
4TO y MaIfieHTa IPUCYTCTBOBAIN IPU3HAKY, XapaKTePHbIE
JUL HECKOJIBKUX CHCTEMHBIX 3a00JIeBAHIH.

B monp3y CKB cBUZIETENIBCTBOBAIN OOIIEKOHCTUTYIIHO-
HaJIbHBIM CUH/IDOM, THe3/IHAas aJollelus, IOBBIIIEHHE
AH® na HEp-2 xierkax 1:160, nossimenue anturen IgG
Kap/IMOJIUIINHY, HEJPO3UBHBIH apTPUT, CAKPOUJIEUT
(BcTpeuaeTcs y 25% MY»KYHH), HO II0 CyMMe 0ajlIOB 3THX
[IPU3HAKOB OBUIO HEJOCTATOYHO JJIS ITOCTAHOBKH OKOHYA-
tespHOTO AuarHo3a CKB. 3a PA orsevann nedurypanuu u
CHMMETPUYHOE IIOPAKEHHE MEJIKUX CyCTaBOB KHUCTEH WU
CTOII, HO HE3PO3UBHBIN apTPHUT, OTPUIlATEIbHASA PeaKIusd
Ha PO u AIIIII cBuzieTeIbcTBOBAIN IPOTUB AuarHosa PA.
IIpusnaku CCJ] — TOJBKO IOJIOXKUTEJIBHBIC AHTHUTENA K
PM-Scl 70. IIpeBanupoBaiv IPU3HAKU J€PMaTOMUO3UTA:
apTpaIruy, namyssl [oOTTpoHAa, CHMIITOM «OYKOB», «T€JINO-
TPOIIHASA» CBIIlb, CJIA00CTh MBIIIL IIPOKCHMAIBHBIX OT/IE-
JIOB KOHEUYHOCTEeH, ITOBBIIIEHNE TPAaHCAMHHAa3, JIAKTaT/e-
TU/IPOTEHAa3bl, MO3UTUBHOCTh K Mi-2, ImepBUYHO-MBIIIIEeY-
Hoe nopaxkeHne Ha UOHMI, — HO HOpMaJbHBIE ITOKA3a-
Tesu KpeaTuH(ochOKMHA3HI HeXapaKTePHBI /IS HEero.

Jlist mocranoBku juarHo3a C3CT u overlap-cunzppoma
OBLTI0 HEZIOCTATOYHO KPUTEPHUEB.

C3CT xapakTepusyeTcs IOBBIIMICHHBIM COJEPXKaHHEM B
KPOBH CIeIu(UIECKOro ayTOaHTUTEIA B BBICOKOM TUTPE —

antutena IgG k 70 x/ln pubonykieonporeny U1-snRNP
(U1-70RNP), u 3T0 sIBJISIETCS HEIIPEMEHHBIM YCJIOBHEM JIJII
IIOCTAaHOBKHU JAHHOTO AuarHosa. ITosioxkurenbHbid P® mo-
JKeT HabJroaThes y 50—70% nanuentos, a AL — y 50%
60spHBIX B couetanuu ¢ cumrromamu CKB, CC/I, PA u ep-
MaTOMHO3WUTA U, TAKUM 00Pa30M, CUHTAETCA CHHAPOMOM
HasioxkeHus1 cumntoMoB (curzapom Ilapma). Crenuduye-
CKMMHU ¥ Haubosiee pacIpOCTPAHEHHBIMH CHUMIITOMaMH
C3CT sBnsaworca: (penomen PellHO, apTpasiriu, OTE€IHOCTDh
PYK, CHHOBUT, MHO3WT, aKPOCKJIEPO3, aHEMHUsl, JIEHKOIIe-
HusA/muMdoneHusa. ApTpUT, Kak IPaBIJIO, BCTPeYaeTcs Ja-
CTO U IIpoTeKaeT B Oosiee Tskesnod ¢opme ¢ pedopma-
[USIMU, CXOKUMU ¢ TAKOBbIMU 1ipu PA. MbiitieuHbie 6011 —
JIOBOJIBHO pacrnpocrpaHeHHoe gsjieHue, HO npu C3CT nHe
Ha0JII0ZaeTCs MBIIIIEYHOH €J1a00CTH U HET 3JIEKTPOMHUOTPa-
(pmyeckux n3MeHeHUH U OBBIIIEHUA YPOBHA KpeaTnHdoc-
(oxunasel. Taxke npu C3CT BO3MOXKHBI TIOPAXKEHUS JIeT-
KHUX, CEP/IeYHO-COCYZJUCTON CHCTEMBI, [IEeHTPAJIbHON HEPB-
HOU CUCTEMBI U TI0U€eK [1, 5—7, 10]. [lepeuriciieHHbIE CHIeIU-
(pryeckue MposIBIIEHUA CO CTOPOHBI BHYTPEHHUX OPraHOB Y
nanveHTa X. He BBIABJIEHBl. Takke OTCyTcTBUE eHOMeHa
PeliHo, HayinuMe MBIIIEYHON CJ1a6OCTH, ITOATBEPIKEHHBIE
n3MeHeHus: Ha nOHMI', HeBbIpa)KEeHHBIH apTPUT H, IJIaB-
HOe, HETaTUBHOCTH 110 aHTUTenaM IgG k 70 x/In puboHyk-
neonporenHy Ul-snRNP y nanuenTa X. cTaBUT IOJ, COMHe-
aue aguarao3 C3CT.

Overlap-cuHIpOM XapaKTepHU3yeTcs COYETaHUEM JBYX U
6oJiee CHCTEMHBIX AyTOUMYHHBIX 3a00JIeBaHUH, KAXKI0€ U3
KOTOPBIX COOTBETCTBYET JMArHOCTUYECKUM KPHUTEPHUAM.
HecMoTps Ha TO YTO cpesid ayTOMMMYHHBIX 3a00J1€BaHUN
Ha0JII0ZIaeTCcsl MHOKECTBO ITepeKpecTHBIX GpopM, KOMOMHA-
uwust CCl u JepMaTOMHUO3UTa BCTpeUYaeTes yaie Bcero (10—
37% ciy4daeB) U ABJAETCA HauboJiee PaclpoCTpaHEHHBIM
TuoMm overlap-cuapoma. J1abopaTopHO MOTYT OOHAPYXKH-
BaTbCA XapaKTepHble MMMYHOJIOTHYECKHe H3MeHEeHHU:
AH® na HEp-2 knerkax, antu-PM-Scl 70, anturena 1gG
70 x/lu pubonyxieonporenny Ul-snRNP, antuTena k Jo-1,
coueranue autu-Ro/SS-A (aRo), antu-La/SS-B (ala), mo-
3uTuBHOCTH 10 P® u AIIIIIIL. ITo BepymuM KJIMHUYECKUM
IIPOABJIEHUAM OOHapy:XuBaloT yaine: ¢beHoMeH PeiiHo,
MMO3UT, aPTPUTBHI, TIOPAKEHHE JIETKUX, CEP/LA, ITUIIEeBOA,
cungpom Illerpena [3—5]. ¥V manuenta X. B HaJIU4YUU
tosibko AH® Ha HEp-2 kierkax u anTu-PM-Scl 70. Cnexrp
TIOJTUCUH/IPOMAJIbPHOM KapTHUHBI IaHHOT'O ITalfieHTa He OT-
BeyaeT B II0JTHOH Mepe KPUTepUsAM overlap-cusipoma.

Takum obpasomM, guarHossl overlap-cuagapoma u C3CT
Ha JIaHHOM B3Talle MCKJIIYaiTcsa. Bompoc ocraercsa Hesa-
KpPBITBIM, TaK KakK BbIcTaBieHHbIA auarHo3 HC3CT, Bos-
MOJKHO, IIEPEU/IET B OJJHO CHCTEMHOE ayTOMMMYHHOE 3a00-
JieBaHHe (CKOpee BCEro B JIEPMAaTOMHO3UT) WX OOHApy-
JKATCA WHOe 3a00JieBaHME 107, MAaCKOH ayTOMMMYHHOTO
CUH/IPOMOKOMILTIEKCA.

ITanmuenty X. HasHaueHa MeJMKAMEHTO3Hasd TepaIusd:
METOTpPEKCAT ITOJIKOXKHO, CTAPT 15 MI/HE| ¢ 3CKaIaluel J1o
25 MT/HeJ], METHJIIPEHNU30JIOH 14 TabseTok (56 mMr/cyT) ¢
JlaJIbHEUIIINM CHUKEHHEM /I03BI 110/] KOHTPOJIEM PeBMATO-
Jiora, ¢onuesasn kuciaora 5 mr/Hen. Ha done cranuonap-
HOTO JIEYeHHs 3aMEeTHO YMEHBIIWINCh HHTEHCUBHOCTD 00-
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JIEBOTO CHH/IPOMA M OTE€YHOCTb KUCTEH PYK, KOJKHBIE BBICHI-
MaHWA Ha JIUIE. YJIy4YIIIIoch oblnee caMOYyBCTBUE IAIH-
enTa. CHusmwIHCh nokazarenu COD 1o 10 mMm/4 u C-peak-
TUBHOTO GeJIKa 710 5 r/J1.

HaHI/IEHT BBIIIKMCAH U3 PEBMATOJIOTUYECKOI'O OTAECJIEHUSA B

VZOBJIETBOPUTETIBHOM COCTOSTHHH 11071 aMOys1aTOpHOE HabJTI0-
JIeHHe PEBMATOJIOTa U JIaJIbHEHIIee 1000CIeIOBAHNE C PEKO-
MEH/IAIVAMY O IPOZOJIKEHUH OHKOJIOTHUYECKOTO IIOHCKA, HC-
KJIIOUEHHUY [IaTOJIOTUY KUIIEYHHUKA U IIUTOBUHOH JKeJIe3Bl.

3aknoueHue

Hamu mpezcraBieH KIWMHUYECKUH CIyYall CO CIIEAYIO-

IMXMHA KJIIOYE€BBIMHU 0COOEHHOCTSAMU:

e IIPUCYTCTBUE y NMAIlMEeHTA HECKOJIBKUX IIPU3HAKOB Pas-

JINYHBIX CHCTEMHBIX 3a00JIEBAHNI COEMHUTEIBHON TKAHH,
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