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From Sjogrens’ Syndrome to Systemic Scleroderma:
A Clinical Case of Disease Manifestation with Severe
Pulmonary Arterial Hypertension

Pesiome
CBOeBpeMeHHOe pacrno3HaBaHu1e 1 IeHeHKe TaKoro OMacHOro OC/IOXHEHUA CUCTEMHbIX 3a60/1eBaHUIA COeAMHUTE/IbHON TKaHW KaK 1eroyHas apTepu-
anbHas rUnepTeH3ns MMeeT KpaliHe BaXKHOe 3Ha4YeHWe, TaK Kak AaHHble NaLueHTbl UMeloT Heb1aronpuATHBIN MPOrHO3.

B AaHHOW cTaTbe Bpaun-KapAMOoa0r AeMOHCTPUPYIOT KJIMHUYECKUIA C/TyYalt pasBUTUA TAXKeOM /1erO4YHON apTepyasibHOM r'MNepTEeH3MM BbICOKO-
ro GpYHKLMOHANLHOrO K/acca v NepyKapAMasbHOro BbINOTa Y NauueHTKn 60 neT ¢ nogo3peHneM Ha cuHApoM LllerpeHa. bbina npoBejeHa oueHKa
K/IMHUYECKOro COCTOAHMA N ayTOUMMYHHbIX MapKepPOB, BbIMOJ/IHEHbI 3XOKapANorpadus, KOMMNbIOTEPHaA U MarHUTHO-pe30HaHCHas ToMorpadun, Ko-
poHapoaHruorpagus 1 30HAMPOBaHVe NpaBbIX OTAE/N0B CepALa, 0pTaNbMOIOrMYeCKoe TeCTMPOBaHMe, a TaKkke 6roncus, yabTpasByKoBoe Uccieo-
BaHMWe U CLIMHTUrpadua CIOHHBIX Xene3. B nocnegytouem BepudunLMpoBaHbl CUHAPOM PeiiHO 1 CKaepegeMa, a TakxKe crelmpuieckme MMMYHOIO-
rm4yeckmne HapyLeHusa, 4To No3BO/INN0 YCTAHOBUTbL ANarHO3 IWIMVITI/IPOBaHH017I ¢OPMbI CUCTEMHOW CKnepoaepMuUn, HasHa4YUTb UMMYHOCYMNpPEeCCUBHYHO
Tepanuio 1 yCTaHOBUTb BTOPUYHBIN XxapakTep cuHapomMa Llerpena.

Pe3ynbTaTbl NpoBeAEHHOW AMArHOCTUKM, NOATBEPXKAEHHbIE 3aK/NIO4YEHUAMU KYPUPYIOLWMX Bpayel, MOryT 6biTb 06CyK/AeHbl MeANLMHCKUM CO-
06L4ECTBOM 1 HOCAT MO/IE3HbIV MPUKAAAHOW XapaKTep AN Bpayei-kapAMOo/IoroB, KOTOpbIE PeAKO BCTPEYAlOTCA C peBMaTo/IoOrMyeckuMn 3abosieBa-
HVAMU B PYTUHHOW NpaKTUKe.

KnroueBble cnoBa: Cundpom Llezpena, cucmemHas cknepodepmusi, CRES T-CuHOpOM, Ne204Has apmepuanbHas 2unepmeH3us, dUazHoCMUKa, KAu-
Huyeckuli cnyyal
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Abstract
Timely recognition and treatment of pulmonary arterial hypertension, a dangerous complication of systemic connective tissue diseases, is extremely
important, as these patients have a poor prognosis.

In this article, cardiologists present a clinical case of a diagnostic search for the cause of severe pulmonary arterial hypertension of high
functional class and pericardial effusion in a 60-year-old female patient with suspected Sjégren’s syndrome. An assessment of the clinical status
and autoimmune markers was performed, echocardiography, computed tomography and magnetic resonance imaging, coronary angiography and
right heart catheterization, ophthalmological testing, as well as biopsy, ultrasound examination and salivary gland scintigraphy were performed.
Subsequently, Raynaud’s syndrome and scleredema, as well as specific immunological disorders, were verified, which made it possible to diagnose a
limited form of systemic scleroderma, prescribe immunosuppressive therapy, and establish the secondary nature of Sjégren’s syndrome.

The diagnostic results, supported by the opinions of the supervising doctors, can be discussed by the medical community and are of practical use
for cardiologists, who rarely encounter rheumatological diseases in their routine practice.
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AJl — aprepnanbHoe nasnenne, 3CT — 3abonesanus coenuanrensHoit kaun, VIOH — nnrepdepon, KAT — xoponapHas anruorpadms, JIAT — nerou-
Has aprepuanbHas runeprensus, MCKT — mynbrucnupanbhas komnbioTepHas romorpadus, CKB — crcremnas kpachas Bomdanka, CCJl — cucremuas

cxnepopepmust, CIII — cunppom lllerpena, TOJIA — TpoM603MO0/INs IETOYHON apTepu

BeBepenue

Cunpipom Illerpena (CIII) — 9T0 XpoHMYECKOe Cu-
CTEMHO€ ayTOMMMYHHOE€ BOCIAINUTENbHOEe 3ab0/eBaHue,
XapakTepusymolieecs T-K/I€TOYHO-OIIOCPeOBaHHON TI'-
NIEPAKTUBHOCTBIO B-K/IE€TOK ¥ NIpopyKuuel IUTOKWHOB,
K/IMHIYECKH TIPOSIBIIAOIEecs: CYyXOCTbIO BO PTY U ITIa3ax,
3a c4€T 09aroBol MMMQPONUTAPHON UHPUIBTPALVIN, YaCTO
COIIPOBO>KAAOIIEECs] TaKXKe OOJIbI0 B CyCTaBaX I YCTaso-
CThI0. 3ab07eBaHNEe MOXET IIPOrPeCccUpoBaTh OT Heccum-
IITOMHOTO TOPaXKeHM s XKejle3 O CHCTeMHBIX IIPOSABJICHMIT
i faxe nuMmdomsl. Yalle B KIMHINYECKON TIPaKTHKe (IO
80 % cmy4aeB) HaOMIOAETCS CUIbHAS CYXOCTb CIIM3MCTBIX
06071049€eK, 0COOEHHO TIOIOCTH PTa U [71a3, HO 3a00jIeBaHIe
MOXeT TaKXe PacHpOCTPaHATbCS Ha KOXY, HOC, ITIOTKY
n Brarajuiie. CIII MoXKeT MPOsBIATHCS 6€3 3HAYNTETbHO-
'O IOPaXKEHNs CIIIOHHBIX JKe/le3, BMECTO 9TOTO 3aTparmsas
Apyrue 5K30KPUHHbBIE )Kele3bl VI CUCTEMHbIe OpraHBbI.
ITO COCTOSAHME M3BECTHO KaK aKcTparnanaynapubii CIII,
OHO OIVCAHO B JIMTEPAType, U npucyule go 20 % manuen-
toB ¢ nepsuyHbiM CIII [1].

Hcropuuaeckn CII kmaccuuumpoBancss Ha [Be Ka-
TEropMim: KOrja CYMITOMBI BO3HMKAIOT HE3aBUCUMO, 3TO
HaspiBaeTcs nepudHbIM ClII; 1 Korga cuMOTOMBI COCyIIIe-
CTBYIOT C IPYTMMM CHCTEMHBIMIU ayTOMMMYHHBIMU 3260-
nesanusamy, 3to BropuuHsiit CIII. Hanbonee pacripocrpa-
HeHHBIMM 3a60neBaHusIMM, cBsisaHHbIMK ¢ CIII, sBiIsfoTCSE
PEBMATONU/IHBINL apTPUT, CUCTEMHas KpacHas BOIYaHKa
(CKB) n cucremnas ckiepopepmusi (CCl) [2]. B nacro-
sijee BpeMsl KIMHMYECKMEe MUCCIeOBAaHUsA B OCHOBHOM

cocpeporouennl Ha nepsuyHoMm CIII [3]. Ha ocHoBe Hanm-
6o/tee HaIeXXHBIX [AHHBIX KPYIIHbIX HONMY/ISAIMOHHBIX UC-
CTIeIOBAaHMIT CYMTAETCS, YTO PACIPOCTPAHEHHOCTb Iep-
BuuHoro CIII maxomurca B puamasone 0,01 %-0,05%. dto
3a00/IeBaHNe IPENMYIeCTBEHHO IIOPaXKaeT KEHCKUII IO,
COOTHOIIEHNE YXEeHIIVH U MY>K4MH COCTaBisAeT oT 9:1 1o
28:1. Havano 3abomeBaHmss 0OBIYHO MPUXOAUTCS HA BO3-
pact ot 40 o 50 netT; B c/y4yasAx, KOrja AMarHo3 CTaBUTCA
6071ee MOTIOIBIM IIALIMEHTaM, IPUMEPHO B 35 7ieT, 3a60/eBa-
HII€ 324aCTYI0 IPOSIB/IIETCS IMXOPALKOI 1 mMasieHoma-
tueii [4]. BompiacTBO He-HLA reHeTMyecKX BapMaHTOB,
CBSI3aHHBIX C IPEIPAaCIOIOKEHHOCThIO K nepsuanomMy CIII,
accouumnpoBansl ¢ nyteM nnrepdepona (MOH) nnn rena-
My, ctumynupyembiMu VIOH. HepmaBHue mccnemoBaHusA
IIOKA3bIBAIOT, YTO CHeludMYHAA /I JKeHIIVH IJIMHHAsg
nexkopupytomas PHK XIST (X-inactive specific transcript)
CIIY>KIUT YHUKAJIBHBIM U OOVJIBHBIM MICTOYHVIKOM JINTaHIOB
Toll-mogo6uoro peuenrtopa (TLR) 7 n aktuBatopom VIOH
npu CKB. 910 pasnuune, 00ycloBIeHHOE [TOTOM, MOXET
JIeKaThb B OCHOBE TEHJEPHON IIPepacIIONIOKEHHOCT He
tonpko K CKB, Ho n x nepsrynomy CIII [5].

JlerouHas apTepuanpHas runeprensus (JIAT) saBnsercs
onHuM 13 pepkux npossinenuit CII u npexcrasisger co6oit
3HAYUTEIbHYI0 IPUYMHY CMEPTHOCTYM B TAaKUX CIydadAx.
ITpu CIII nosbiuenssiit puck JIAI, BepoATHO, BOSHMKaeT
U3-32 XPOHNYECKOIO BOCIHAJIEHNS, COCYAUCTON JUCHYHK-
LMY ¥ MMMYHOOIIOCPEIOBAHHOTO HOBPEXJIEHNA IHIOTe-
JNA, YTO MOXET CIIOCOOCTBOBATH MOBBLILICHNIO JAaBJICHMA
B JIETOYHOI apTepUU 1 Ileperpy3Ke IPaBoOro Xeryfodka [6].
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K TOMY BpEMEHN, KOI'ja IIPOABJIAIOTCSA KIACCUIECKNE CUIM -
IITOMBI HAF, yacTo ObIBaeT YK€ CIMIIKOM IIO3[HO, IIO-
CKOJIbKY MOp(l)O)IOI‘I/I‘-IeCKI/Ie " CTPYKTYPHbBIE M3MEHEHNA
B JIETOYHDBIX COCYAX yiKe€ IIPOM3OLIIN.

Kanandyeckuii cayuan

ITanmenTtka H, 60 ner, mocraBneHa ¢ NOJO3peHMEM Ha
Tpomboambomuio jeroynont aprepuu (TIJIA), ¢ xanoba-
MM Ha OfIBINIKY IIPY MUHMMA/IbHOM (PM3MUECKOll HArpysKe
U B TIOKOE, @ TAK)Ke Ha YCUJIEHNE OIbIIIKM B TIOJIOXKEHNM JIeKa
Ha JIeBOM OOKY, Ha OT€YHOCTb HVDKHMX KOHEYHOCTel!, Ha Jja-
BsAIIMe, CKMMAIOIINe 607 3a TPYAMHON Npy PU3NYeCcKolt Ha-
Ipy3Ke MeHblIle IPUBBIYHO, Ha CyXOCTb B POTOBOJI ITOJIOCTH.

B aHaMHe3e HeT JaHHBIX O KaKMX-T1MOO HEBPOJIOTH-
YeCKIX, peBMAaTOJIOIMYeCKUX 3a00IeBaHmAX, O CYROporax
VIM YePENHO-MO3IOBBIX TpaBMax. B ceMeliHOM aHaMHese
He ObUIO yKasaHMIT Ha KaKye-Tnb0 ay TOMMMYHHBIe 3a6071e-
BaHMA. TakKe OTCYTCTBOBA/IM JaHHBIE 00 MCIIONb30BAHUY
KaKUX-1M00 aHTUXOIVMHEPINYECKUX IIPEHapaToB. SI3BbI
CNIUBUCTBIX, ITIOBBIIIEHNME TEMIIEPAaTyphl Tela, CyCTaBHOM
cnHApoM, doTopeakuno, TpoM603bl 1 TpoM6OIeOUTH,
BBIKV/IBIIIN TTALlMe€HTKa OTpULiaa.

Vimeer ameHOMy INpaBOii [JONMM INUTOBUTHON >KeNe3bl,
HeJJOCTaTOYHOCTb Kapimy, KapAno(yHIAIbHBIA IIPOJIAIIC,
CKOJIB3SIIIYIO TPBDKY MUIEBOIHOTO OTBEPCTHs Ayadparmsl,
XPOHMYECKMII aHTpa/lbHbI racTput, B 2006 I. mepeHecna
XOJIEL[VICTOKTOMMIO B CBSI3U € 060CTPEHMEM Ka/IbKY/Ie3HOTO
XOJIELMICTUTA, TaKXXe AMarHOCTMPOBANach TIMIIEPTOHMYE-
ckas 60JIe3Hb ¢ MAKCMMAJIbHBIMI IiMi(paMi apTepruaIbHOTO
masneHust (A]l) o 160/100 mm pt.cT. [MnoTeH3uBHbIE TIpe-
HapaThbl peryasapHo He npuHumana. C Havyasa anpensa 2025 .
MTOBTOPAIOIINECA SMM30/IbI BBIPAXKEHHON OfbIIKK. B 1o-
CTIelyIolieM OTMETIIA CHIDKEHMe TOMePAaHTHOCTU K (u3u-
YeCKOJl Harpyske, OfbIIIKY IpY X0fb0e B OOBIYHOM TeMIIe.
19.08.2025 1. ocMOTpeHa KapAMO/IOrOM II0 MECTY >KUTETb-
CTBa, 3aIlOI03peHa MilleMmyecKas 6oesHb ceppiua. Peko-
MEHJIOBaHO IIpoBefieHIe KopoHapHoli anruorpaduu (KAT),
IIpYeM IIpernaparoB: Topacemup 10 ML, TM3MHONIPUI 5 MI,

QRS 94 ue
QT/QTeBaz 396 /451 we
P 158 we.

P 94 we

RR/PP: 766/ 769 we
P/QRS/T : 637104/ 41 rpax

I/IBaépaHI/IH 2.5 mr 2 pasa B [IcHb, M30c0p6mna MOHOHUTpAT
40 mr 2 pasa B JieHb. B mocnenyrouem Tepanus JOIOIHAIACH
aMJIOfIUIIMHOM, TPYMETA3U/IMHOM. Y/Iy4IIeHUA B CaMOYyB-
cTBUM Ha (hOHE IIPOBOAVIMOTO JIEUEeHsI He OTMeYasia.

B cenrsnbpe 2025 . oT™MeuyaeT HapacTaHye OfBIIIKY, KO-
TOpast CTajIa MOSIB/IITHCS IIPU XOAbOE B MEICHHOM TeMIIe
Ha paccrosinue Jjo 10 11aros, a Tak)Ke pe3Koe CHIDKEHIE TO-
JIGPAaHTHOCTY K (pM3MYECKOI HATPy3Ke, OTEYHOCTDb HVDKHUX
KOHEYHOCTeI! U [iaBsliye, CKMMAIoLIe 60/ 3a TPYAVHOIL.
OrMeyana yMeHbIIeHNe ONBIIIKY U 60Iell B TPy B MOJIO-
JKEHMI JIe)Ka Ha JKMBOTe M Ha IpaBoM 0oky. 27.09.2025 .
IIpOBefieHa MY/bTUCIMpPaNbHasd KOMIIbIOTEpHAs TOMOIpa-
¢uss (MCKT) opraHoB rpygHOI KI€TKI: IPU3HAKY YMEpeH-
HOTO TUiporiepuKapza (BbIIOT O 15 MM), He MCKITI0OYAI0TCS
YYaCTKM YIJIOTHEHM I IIAPEHXMMBI 110 TUITY «MaTOBOTO CTeK-
Ja», BU3ya/M3alyisl [IapeHXMMBbI 3arpynHeHa. Ha amOya-
TOPHOM INIpuéMe BbI3BaHA CKOpas MENMLMHCKAA IOMOIIb,
nocrasjieHa B npyeMHoe otzieneHre ['bY3 TO «OKDB Ne 1».

O6pbextBHO: CosHaHue sAcHOe. VIHJEKC Macchl Tena
28 xr/m’. Temmeparypa Tena 36,4 °C. Ciusucras poToBOI
HOJIOCTY YMCTasA, po3oBas, cyxasd, nedekTos HeT. KoxxHble
HOKpPOBBI YKCThIe, OnenHble. [lepudepnyeckne oTekn: BbI-
paKeHHbBIE CTOIl M TOJEHEN MO KojeH. YMcno mbIXaHwmii
B MuHyTy: 20 B MyH. Carypaumsa 94% Ha uHCypda-
IMM  KUCTIOPOJHOM CcMechblo. [IpIXxaHMe Be3MKYIAPHOE,
0CmablieHo B HIDKHUX OT/enax. XPUIIOB HeT. Xapakrep
OBIIIKM: CMeIIaHHasA B IOKoe. Yacrora ceppedHbIX CO-
KpamjeHuit: 96 B MuH. Ilynbc purmmynbii. All Ha 1eBoit
pyxe 170/90 mMm pr.cT. ToHBI cepplja pUTMUYHBIE, ITTyXMe,
aKIIeHT 2-TO TOHA HaJ| JIETOYHBIM cTBONOM. IllymbI ceppna:
He BBICAVIIVBAIOTCS. SI3BIK CYXOil, pABHOMEPHO OO/IOXEH
TOHKVUM HajnétoM. JKuBOT Mmsrkuii, 6e3bonesHennslit. [le-
YeHb 110 Kpato pebepHoit gyry. Pusnonorndeckre OTIpas-
neHus1 6e3 ocobeHHOCTeil. [THEKO/IOroM He 0CMaTpyUBaach,
OJJHAKO CYXOCTb C/IM3MCTHIX IONIOBBIX OPTaHOB OTPUIIAET.

C y4yeToM IOBBILIEHNA YPOBHS TPOIOHMHOBOIO TeCTa
(rpononus I 121 ur/m; pedepenc 0,1 — 20,3 Hr/n), ¢ LeNbIO
YTOYHEHMA aHATOMMUM KOPOHAPHOTO pyc/ia MPUHATO pelle-
Hue o mposefieHnn KAID ¢ gmarHoctmdeckoit menbio. KAT

ot 30.09.2025 r.: Koponaphsie aprepun 6e3
aHTHOrpauyecky BUAVMON IATOTIOIMN.
ITo snekTpokappuorpaMme — CHHYCOBBIN
PUTM, BepTMKa/NbHAA SNE€KTpUYECKas OCh

CepALia, HermomHast 67I0Kazia IPABOI HOXKKI
mydka [vica, HUSKUIT BOMBT@X B TPYAHBIX
OTBEJIEHIISIX, S-THUII KaPAUOTPAMMSBI B TPY-
HBIX OTBeEeHVSX, fudQy3Hble HAPYIIEHVsI
IIpOLIecCOB penonApusaryu (pucynox 1).
ITo TAKeCTU COCTOSHUSA IOCIUTAIU3N-
pOBaHa B IIaJlaTy MHTEHCUBHON Tepammuu.
B o611eM aHaMM3€e KPOBU XPOHMIECKAS JKe-
ne3omeUINTHAS AHEMMSI JIETKOI CTETIEHN
Tskectu (remornobun 99 r/n). Auturena
K BUY, BupycHBIM rematuram, pecnmpa-
TOPHBIM BUpYycaM oTpuuarenbabie. Oco6o

GE  MAC2000 L1 12SL™ 241 25 e 0B AJC 0.5620 T'n S0Tu

Pucynox 1. dnexmpoxapouoepamma om 01.10.2025 e.
Figure 1. Electrocardiogram from October 1, 2025.

3HauyMble A AuddepeHLnanbHON Ana-
THOCTVIKI MCCTIETOBAHMS KPOBY IPEICTaB-
nena B mab6nuye 1. [Toxasareny QyHKIyn
IIUTOBUITHON >Ke/le3bl M TOYeK, a TakXKe
aHa/IM3bI MOYY U Kasa ObUIN B HOPME.
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[ManenTke npoBeeHa mpsmas npoba Kymbca — mpo-
6a IOMOXUTeNbHAs, BIOCIEACTBIU OCMOTPEHa BpPAadOM-
peBMarojoroM, oOCIefOoBaHa Ha ApPyrue ayTOMMMYHHbIE
MapKepbl, BBLABJICHBI IIOJIOKNUTENbHBIE pPe3y/lIbTaThl Ha
ANA u La(SSB). B To >xe Bpems pe3y/nbTaThl Ha peBMaTON/ -
HBII akTop, aHTUTeNa K AByLenodeuron JHK, anturena
K pubocomanbHOMy P-6enKy, aHTUIIEHTpOMEpPHbIE aHTHU-
TeJIa, aHTUTE/IA K 9KCTParupyeMoMy IMMYHOPeaKTVBHOMY
¢dparmenry ckrepopepmun 70 xJla 1 pubOHYK/IEOMIPOTENH
ObUIM OTpULaTeNbHBIMY (mabnuya 2).

ITpoBemena ynbTpasBykoBas pommieporpadusa BeH
HIDKHUX KOHewHocteir ot 01.10.2025 r.: Bryrpucocynu-
CTBIX BK/IOYEHMII B ITOBEPXHOCTHBIX U ITTyOOKMX BeHaX
HIDKHUX KOHEYHOCTe!I He OOHapyXXeHO. YIbTpa3ByKOBOE
nccnefoBanue 6proiHoi momoctu ot 01.10.2025 r.: Temmaro-

Tabnuya 1. Ilokasamenu xposu navuermxu om 01.10.2025e.

Meramust, fAuQQysHble M3MEHEHWs IIeYeHN. BpimomHeHa
cunpomerpuss or 08.10.2025 r.: Ilpmsnakm HapyleHus
(YHKIVM BHEIIHETO JbIXaHMA IO OOCTPYKTMBHOMY THUILY.
Jlerkast crenenp ob6cTpykiun. CHIDKeHNE CKOPOCTH II0-
TOKA Ha YpOBHE IUCTaIbHBIX OPOHXOB. BpoHXoaMIaranm-
OHHBIII TeCT C CabOYTaMOIOM OTpPUILIATE/IbHBIN, IIPUPOCT
mo ODBI1 cocrasmsier 1%. JaHHbIe sx0Kappuorpadum ot
30.09.2025 r. mpezicTaBneHsl B mabnuye 3.

YuurpiBas HaIpaBUTENbHbIN AMATHOS3 IIPYU IOCTYILIE-
HUIL, @ TAKOKe B paMKax AnddepeHnnanbHoi AMarHocTu-
KU, C IIeJIbI0 MCK/IIOYEHN OHKOJIOTMYECKOTo Ipoliecca,
peIKMX IaTO/OrMii, B TOM 4MC/IE€ MHTEPCTUIMATbHBIX
3abomeBanuit nerkux nposegeHa MCKT merkux ¢ KoH-
TPacTMPOBAHUEM, PE3Y/IbTaThl NPEICTAB/IEHDl HA PUCYH-
Kax 2, 3, 4.

Table 1. Patient’s blood parameters from October 1, 2025.

VccnepoBanne | 3HayeHnme | Pedepenc | | Test | Meaning | Reference
Hatpuitypernaecknit mentup 3 298 mir/mn 0,00-464,20 mir/™n Sodium uretic peptide 3,298 pg/ml 0.00-464.20 pg/mL
[IpoKampIUTOHMH L1 ur/mn 0,000-2,000 nr/mm Procalcitonin 1.1 ng/ml 0.000-2.000 ng/mL
C-peakTuBHBIII 6€710K 0,657 mr/mn < 0,5 mr/mn C-reactive protein 0.657 mg/dl <0.5mg/dL
TupOKCHH CBOOONHBIIT 12,6 mmonn/m 9-22 mmonb/m Free thyroxine 12.6 pmol/l 9-22 pmol/L
TupeoTponnslii ropMOH 0,455 MmkME/mn  0,350-5,100 Mk ME/mn Thyroid-stimulating hormone ~ 0.455 uIU/ml  0.350-5.100 uIU/mL
CA 125 17,9 El/mn 0,0-35,0 EIl/mn CA 125 17.9 U/ml 0.0-35.0 U/mL
CA19-9 14,11 Ell/mn 0,00-40,00 EIl/mn CA19-9 14.11 units/ml 0.00-40.00 U/mL
PaxoBblit 9MOpUOHATbHbLIE 1.5 sr/aon Hexypsamue 0-5 ur/mn Carcinoembryonic antigen 1.5 ng/ml Non-smokers 0-5 ng/mL

aHTUTEH Kypsmue 0-10 ur/mn

Smokers 0-10 ng/mL

CA 125 — anTureH pakosbiit 125, CA 19-9 — anTures pakossiit 19-9.

Tabruya 2. immyHonozuueckoe 06cnedosariie
navueumku om 09.10.2025 e.

CA 125 — cancer antigen 125, CA 19-9 — cancer antigen 19-9.

Table 2. Immunological examination of the patient
from October 9, 2025.

Uccnenopanue | 3Hauenme | Pedepenc | | Test Meaning | Reference
PeBmarouaHblit pakTOp 5,9 ME/mn 0,1-14,0 ME/mn Rheumatoid factor 5.9 1U/ml 0.1-14.0 IU/ml
AHTHANEPHbIE AHTUTENTA- 2,979 <0,9 — Orpura- Antinuclear antibody 2.979 < 0.9 — Negative
ckpuHnHr (ANA) TTom0XXNUTENbHBINI TeIbHO (HOpMa) screening (ANA) Positive (normal)
Aurirena ) 9,62 ME/mn 0,00-25,00 ME/mn Anti-double-stranded DNA 9.62 1U/ml 0.00-25.00 TU/ml
K iByxcnmpanbaoit THK antibodies
Anrurena k SS-A 52 10 ME/n <10 ME/mn Anti-$S-A 52 antibodies 101U/ml <10 TU/ml

ITorpannyHslii (+) Borderline (+)
0,00 ME/mn . . . 0.00 IU/ml
AHTUTeNa K HYK/IEOCOMaM He BhsBICHO OrcyrcrBue Anti-nucleosome antibodies Not detected Absence
AHTHTENA K aHTUTEHY 0,00 ME/mn . T 0.00 IU/ml
Scl-70 He BoisiBieHo OrcyTcTBue Anti-Scl-70 antibodies Not detected Absence
AHTHUTeNa K cCeMelicTBY 0,00 ME/mn OtcyrcTie Antibodies to the SS-A/Ro 0.00 IU/ml Absence
SS-A/Ro He BpIsABNIEHO Y family Not detected
AHTHUTeNTa K aHTUTEHAM 147 ME/un Antibodies to SS-B (La) 147 IU/m'I .
CuTbHO-TIOTIOX - OrcyTcTBIe . Strongly positive Absence
SS-B (La) . antigens
TeNbHBII (+++) (+++4)
Anturena k RNP 0,00 ME/mn OrcvicTue Antibodies to RNP 0.00 IU/ml Absence
(pnbonyKIeonpoTenHam) He BrIsABIEHO ¥ (ribonucleoproteins) Not detected
AHTHTeNA K aHTHUTeHY Jo-1 0,00 ME/mn Orcvicrue Antibodies to the Jo-1 0.00 IU/ml Absence
(ructupnny) He BoisiBneno Y (histidine) antigen Not detected
AHTULEHTPOMEpHBIe 0,00 ME/mn OteyrcTie Anticentromere antibodies 0.00 IU/ml Absence
anturena CENT-B He BbisiBNIEHO ¥ CENT-B Not detected
. 0,00 ME/mn . . 0.00 IU/ml
AnTtu-Sm (Smith) He BoisiBiero OrcyTcTBIe Anti-Sm (Smith) Not detected Absence
AHTHTeNTa K TUCTOHAM 0,00 ME/mn Orevrcrue Anti-histone antibodies 0.00 IU/ml Absence
(Histone) He BoIABNIEHO Y (Histone) Not detected
AHTHTeNa K pH6OCOMAD- 0,00 ME/mn OTeyTeTBIe Antibodies to ribosomal 0.00 IU/ml Absence
Homy Genky P He BoIsABIIEHO ¥ protein P Not detected
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Ta6nuua 3. dxoxkapouozpapus om 30.09.2025.

Table 3. Echocardiography dated from September 30, 2025.

ITapameTpsl

| 3HavyeHne |

| Parameters

| Value |

MuTpanbHblil KTanaH:

Bocxopamas aopra:

AOpTanbHBII KTaNaH:

TpuxycnuganbHbIil KNanaH:

Pasmep nerounoit aprepun:

CTBOPKU TOHKIE, PMOPO3HOE KOTIBLI0
MUTPAJIbHOTO K/IamaHa 2,6 cM. Peryp-
rutanus (+): 1 creneHs.

CTEHKM yNIJIOTHEeHbI; Pasmep
OCHOBaHUA a0pThl: 1,9 cM; Pasmep
BOCXOfA1LIelt a0pThI: 3,6 CM

CTBOPKM YI/IOTHEHBI, TPA/IUEHT
HaBleHus 4,5 MM PT.CT.

CTBOPKI/I TOHKUE, H]/IKOBI)Iﬁ rpam/[-
eHT — 60 MM pr.cT,; Per. (++ — +++):

2-3 cTeneHb, lleHTpanbHasd;

3,0c™m

Mitral valve:

Ascending aorta:

Aortic valve:

Tricuspid valve:

Pulmonary artery size:

Thin leaflets, mitral valve annulus
2.6 cm. Regurgitation (+): Grade 1.

Walls are thickened; Aortic base
size: 1.9 cm; Ascending aorta size:
3.6 cm.

Thick leaflets, pressure gradient
4.5 mmHg.

Thin leaflets, PGr TR —
60 mmHg; Regurgitation (++-

+++): Grade 2-3, central;

3.0cm

JIero9HbIit KMaTIaH: CTBOPKI TOHKME; Pulr?lonary valve: The valves are thin;
Pacuernoe CJIJIA: 75 MM pr.cT. Estimated PASP: 75 mmHg
JleBoe mpepcepaue B M pexume: 4,5 cM Left atrium 1.n M mode: 4.5cm
O6mem JITT B B pesxnme: 65 Myt LA volume in B mode: 65 ml
KIOP: 3,9 cm LVIDd: 39cm
KCP: 2,6 cm LVIDs: 2.6 cm
KOO: 64 mn ESV: 64 ml
KCO: 26 mn EDV: 26 ml
YO: 38mn SV: 38 ml
®pakius Bpi6poca o Simpson: 60 % Simpson ejection fraction: 60 %
Tonmaa MOKIT B guactomy: 0,9 cM IVS thickness in diastole: 0.9 cm
Tonmuua sagueit crenku JDK: 0,8 cm LV posterior wall thickness: 0.8 cm

Hanmnune TIepMKapAMaabHOTO BBITIOTA:

LUPKYIAPHO — [0 16-18 MM

Presence of pericardial effusion:

circular — up to 16-18 mm

ICIDK: 8 MM PSV: 8 mm
ITnowans IIIT: 26,0 cM? RAarea: 26.0 cm’
VOIIIL: 55 ma/m? IRAV: 55 ml/m?
CootHomenne [DK/JDK: 1,3 RV/LV ratio: 1.3
Wupexc popmer (axcrentpuyanoctu) EL: 1,9 Shape index (eccentricity) EL: 1.9
TAPSE/pCIUTA: 0,15 MM/MM pT. CT. TAPSE/e PASP: 0.15 mm/mmHg
Bpems yckopenns kpoBoToka B BOIDK: 65 mc RVOT acceleration time: 65 ms
Iuamerp HIIB: 2,3 cm, ciaaerca Menee 30 % IVC diameter: 2.3 cm, decreases less than 30 %

IIpnmevanne: BOIDK — BrrBogHOIT 0T/en mpaBoro xernygouka; VIOIIII — mapexcu-
poBaHHbIit 06béM npaBoro npejceppusi; KIIO — KOHeUYHBII f1acTonndecknii 066em;
KPP — xoneunbrit auacTonnmyeckuit pasmep; KCO — KOHEUHBII CUCTOMMIECKIIT
06éM; YO — ynapHbiit 06bém; KCP — KoHeuHblit cuctomdecknit pasmep; JDK — ne-
BoIlt xemygouex; JIIT — meBoe mpescepame; MIKII — MesxokenymoukoBas eperopoyka;
HIIB — HyxHAs nonas Bena; IDK — mpasbiit xenynouek; ITIT — mpaBoe npepcepane;
IICIDK — mepegusAsa cTeHKa npaBoro sxenynodka; pCIIJIA — pacueTHOe cucTONIMYE-
CKOE JIaB/IeH e B JIETOYHOI apTepuiu.

YdaurbiBas xamoObl Ha CYXOCTb BO PTY, HpPOBE/IEHBI
UCCTIeIOBAaHNsI HAa CaXapHbll fAnabeT, KOTOPHI ObII 1C-
KIIOUeH. DBBINIOTHEHO Y/IbTPa3ByKOBOE MCCIEOBAHME
CIIIOHHBIX Xerte3 oT 14.10.2025 r.: IuddysHble nsMeHeHNs
CIIIOHHBIX J>KeJIe3, YMEPEHHOEe YBENMYeHMe OKOJIOYIIHBIX
JKeJie3, TUIIO3XOT€HHbIE YYACTKM He BU3YanU3UPYIOTCA.
B mocnepyrouemM npoBefieHO 30HAMPOBaHME MPaBbIX OT-
nenos ceppua (3IIOC), naHHbIe IpenCTaBIeHbl B abmu-
ue 4.

B cranuonape momy4ana jedeHue: panarindo3nH
10 MI, CIMPOHONIAKTOH 25 MT, KapBeauaon 6,25 Mr 2 pasa
B CYTKY, IpegHM30/0H 5 Mr 2 tabnetku B 07:00, gpyrue
KapIMOTPOIIHbIE IIpellapaThl Ha3HAYEeHBI He ObUIM TaK Kak
uMenach TEHJEHINA K TMIOTOHMU. B BUAy nAmarHoctmde-
CKOJI CIIO>)KHOCTU C 1Ie/IbI0 YTOYHEHUA TAKTUKU HabHel-
I11er0 BeJleHIIs JAHHbIE AIVMEHTKI ObIIN HAIIPAB/IEHBI /IS
TeeMeMUMHCKON KoHcynbrauyuyn B HMUIL nm. E.J. Ya-
3oBa. IlanuenTka Haxopmnaach B cTanyoHape 1,5 Mecsla,
3HAYMMOTO Y/IyYIIEHUs] CaMOYyBCTBMSI He HAOIIOHANoCh,

Note: EDV — end-diastolic volume; ESV — end-systolic volume; IRAV — indexed
right atrial volum; IVC — inferior vena cava; IVS — interventricular septum;

LA — left atrium; LV — left ventricle; LVIDd — left ventricular internal
dimension in diastole; LVIDs — left ventricular internal dimension in systole;
PASP — pulmonary artery systolic pressure; PSV — peak systolic velocity;

RA — right atrium; RV — right ventricle; RVOT — right ventricular outflow tract;
SV — stroke volume; TAPSE/ePASP — tricuspid annular plane systolic excursion/
estimated pulmonary artery systolic pressure.

BBIINMCAaHA IO COOCTBEHHOMY JKETaHMIO 13 OTHETCHMUA.
B nocnencTBye OBUIO MOTYYEHO 3aK/II0YEHME KOHCY/IbTaH-
Ta: yOeANUTE/NTbHbIX JAHHBIX B [O/Ib3y XPOHUIECKOI TPOM-
609MOOMNYECKOIT JIETOYHOI TUIIEPTEeH3NU Y OONbHOIN HeT.
Ob6pamrator Ha ce6a BHUMaHME IMMYHO/OTHYECKIe Hapy-
meHns1, TpebyeTcss OMOIICKs CIIIOHHBIX JKee3 U IpoBefe-
HYle 0(TaTbMOIOINYECKOI MIPOODbI C LIE/IbI0 MCKIIOYEHMS
CIII. ITo maHHBIM KaTeTepMU3aI[Uy IPaBbIX OT/EIOB CepALa
BepuUIMPOBaHA BBICOKAS IIPEKANNIIAPHAs IETOYHAsI TU-
neprensus (I3JIA 10 MM pT.CT.), OfHAKO HET yKa3aHUil 06
OTMeHe IMyPeTHKOB. VICX0[ A 13 IpefCcTaB/IeHHbIX JaHHBIX
obceffoBaHMil y GONBHON HeNMb3sl MCKIIOYUTD Haaudye
JIETOYHOI TMIIEPTEH3NM CMEIIAaHHOTO TeHe3a — KOMOWHM-
POBAaHHYI0 IIOCT/IpeKanWUIAPHYI0 (MMeTCs (aKTOpbI
PMCKa [UACTONMNYECKON AUCPYHKLMN), B TOM YVICIIE JIETOY-
HOIl BEHOOKK/TIO3MOHHOIT 6onme3Hn. B Hacrosimee Bpemst
PeKOMeHTyeTCA IpOoBefieHMe HOfiiep>KMUBalolell TepaIni,
HasHaueHue JIAT-cnenuduyeckoil Tepanmuy CONPSKEHO
C PUCKOM >KM3HEOIIACHBIX OCTOKHEHMIL.
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Pucynox 2. MCKT-aneuo-
NYIbMOHOZPAPUS, HAMUBHAS
dasa ckaHuposaris, nezouHoe
37IeKMPOHHOE OKHO, AKCUATLHAS
npoexyus: A — onpedesnsemcs
MO3AUUHAS NTIOMHOCIND JIe20HHOT
mKaHu, 06yc06/1eHHAT HATTUYU-
emM y4acmkos HopmMasnvHoli (20-
71y6as cmpenxa) u novluieHHO
(3enenas cmpenka) 6030yumHoOCHU
CBA3AHHAS C HEPABHOMEPHBIM
kposomokxom. b — 6 yuacmxe
10BbIULEHHOLL 8030y ULHOCIU
8UOHO CyJceHUe npocsema cocyoa
(opamicesas cmpenka), c6A3anHoe
¢ obcmpyKyueti unu eunoxcute-
cKoti 8azokoncmpuryuetl. B — na
YpoBHe BepXyUIetHbLX Ce2MeH 08
¢ 08yX CIOPOH 8UOHYL paBHOMEP-
Hble YMONULeHUS MeHI0NbKOBbLX
nepezopo0ox (Henmas cmpenxa),
CBA3AHHOE C 6EHO3HDLM 3AC0eM

6 MAZIOM Kpy2e KP08006paLeHUs).

Figure 2. MSCT pulmonary angiography, native phase scanning, pulmonary electron window, axial projection:

A — mosaic density of lung tissue is determined, caused by the presence of areas of normal (blue arrow) and increased
(green arrow) airiness associated with uneven blood flow. B — in the area of increased airiness, narrowing of the vessel
lumen is visible (orange arrow), associated with obstruction or hypoxic vasostriction. C — at the level of the apical segments
on both sides, uniform thickening of the interlobular septa is visible (yellow arrow), associated with venous congestion in

the pulmonary circulation.

Pucynox 3. MCKT-aneuonynomonoepadus, gasa KoHmpacmupo-
BAHUS TIE20HHLX APMePULl, MAKOMKAHHOE I/IeKNPOHHOE OKHO,
AKCUATIbHAS NPOEKUU: A — onpedesemcs pacuiuperHas 2nasHast
JIe20UHAS Apmepust, a maxie ysesuueHue COOMHOUEHUS Ouamempa
JIe204HOL apmepuu K duamempy 60cxodsueti aopmut 00 1,1.

b — Ilpasuiii senydouex u npasoe npedcepoue 3HA4UMeNLHO yeemnu-
4eHbl 10 CPABHEHUIO C Te6biMU omoenamu cepoua. Kpome moeo, Ha-

671100aeMCs 8bINOM 8 NONOCINU NEPUKAPOA 6 YMEPEHHOM KOTUHeCae.

Figure 3. MSCT pulmonary angiography, pulmonary artery contrast
phase, soft tissue electron window, axial projection: A — a dilated
main pulmonary artery is visible, as well as an increase in the ratio

of the pulmonary artery diameter to the diameter of the ascending
aorta to 1.1. B — The right ventricle and right atrium are significantly
enlarged compared to the left chambers of the heart. In addition,

a moderate amount of pericardial effusion is observed.

Pucynox 4. MCKT-aneuonynomonoepagus,
$asa KoHMPpacmupoBanus 1e204HbLX
apmepuii, MAeKOMKAHHOE I7IeKMPOHHOE
OKHO, KopoHapHas npoexyus ¢ MIP pexon-
cmpykyueil (maximum intensity projection,
NpoeKUUs MAKCUMAIbHOU UHMEHCUBHO-
CMU): NPUSHAKYU OCMPOTL UL XPOHUHECKOU
Mpom60IMOOnUY TIe20UHbLX Apmeputi om-
cymcmeyom.

Figure 4. MSCT pulmonary angiography,
pulmonary artery contrast phase, soft tissue
electron window, coronary projection with
MIP reconstruction (maximum intensity
projection): no signs of acute or chronic
pulmonary embolism.
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Tabnuya 4. 3onduposarue npaswvix 0moenos cepoya
(Swan-Ganz catheter) om 05.10.2025.

Table 4. Right heart catheter probing (Swan-Ganz
catheter) from October 5, 2025.

| ITapameTpsl 3HavyeHne | Parameters Value
Cucrommueckoe AJl:  125/80/90 MM pr.cT. (MaHXeTa) Systolic BP:  125/80/90 mmHg (cuff)

Tasnenne ITIT:  8/4 (cpepnee 8) MM pT.CT. RA Pressure: 8/4 (mean 8) mmHg
TlaBnenne IDK: 59/10 (cpepsee 12) MM pT.CT. RV Pressure: 59/10 (mean 12) mmHg
Iasnenne JIA: 62/31 (cpepHee 33) MM PT.CT. PA Pressure: 62/31 (mean 33) mmHg

H3JTA:

Cardiac Output:
Cardiac Index:
SO2 B JIA:

Jlerounoe COCYIMCTOE CONIPOTUBIEHNE!
0611166 JIETOYHO€E CONIPOTUB/IEHNE:

ITocne nnransanum unonpocra 10 Mux
TIponsBefieHO U3MepPeHIIe U PacyeT
reMOJVHAMMYECKIUX TIOKa3aTeel:

Cucronuyeckoe AJl:
Hasnenne ITIT:
Hasnenue [DK:
IlaBnenne JIA:
I3JTA:

Cardiac Output:
Cardiac Index:
SO2 B JIA:

Jlero4HOE COCYAUCTOE CONPOTUBIIEHNE:
O611iee 1€r0YHOE CONPOTHUBIEHME:

cpennee 10 MM PT.CT.
0.511 mn/mMun

2.88 n/mun*m?
69,0%

361 pun/c*em® unu 5 Wood Units
518 muu/c*cm? mnm 6 Wood Units

125/85/91 MM pr.cT. (MaHXKeTa)
3/0 (cpenHee 2) MM PT.CT.

47/5 (cpenHee 8) MM PT.CT.
49/24 (cpenHee 25) MM PT.CT.
cpefHee 6 MM PT.CT.

0.65 m1/MuH
3.67 n/Mun*m?
76,0 %

234 nuu/c*em? mnn 3 Wood Units
308 mun/c*cm? wnm 4 Wood Units

PAWP:

Cardiac Output:
Cardiac Index:
PA SO2:

Pulmonary vascular resistance:
Total pulmonary resistance:

After iloprost inhalation, 10 minutes
Hemodynamic parameters were
measured and calculated:

Systolic BP:
AP Pressure:
RV Pressure:
PA Pressure:

PAWP:

Cardiac Output:
Cardiac Index:
PA SO2:

Pulmonary vascular resistance:
Total pulmonary resistance:

mean 10 mmHg
0.511 ml/min
2.88 I/min*m?
69.0%

361 dynes/s*cm? or 5 Wood Units
518 dynes/s*cm? or 6 Wood Units

125/85/91 mmHg (cuff)
3/0 (mean 2) mmHg
47/5 (mean 8) mmHg
49/24 (mean 25) mmHg
mean 6 mmHg

0.65 ml/min
3.67 I/min*m?
76.0 %

234 dynes/s*cm?” or 3 Wood Units
308 dynes/s*cm? or 4 Wood Units

234

Ipumevanne: SO, — carypaunus; AJl — aprepuanphoe nasnenne; [I3/IA — nasnenne
3aK/IMHIBAHNA TeT04HoI apTepun; JIA — nerounas aprepus; IIDK — npasbrit
xenypouek; [T — npasoe npencepane.

[TarenTKa 6bUTa MHPOPMUPOBAHA O MOTYIEHHOM 3a-
K/IIOUeHMY KOHCY/IbTaHTa ¥ HallpaBjIeHa Ha 0OOcmenoBa-
HIe K 0(Ta/IbMOJIOTY U CTOMATOJIOTY B aMOY/IaATOPHBIX yC-
noBusIX. OCMOTP I71a3 BBIABIII TIOJIOKUTENbHBII Pe3y/IbTaT
tecta lllupmepa (3 MM yepes 5 MunyT). BeimonHena 6uor-
CsI TIOTHIVDKHEUETIOCTHOI XKeme3sl (PUcyHox 5).

Pucynox 5. Muxpockonus 6uoncutinozo mamepuana
CTIOHHDBLX Jicenie3. JleMoHcmpupyemcs omcymcmeue npu-
3HAK0B ampoPduL AUUHYCOB U B0CNATIUMENLHOL UHPUITb-
mpayuu 6 napenxume sxenesvl. inoexc mopgonozuue-
cxoti akmusrocmu 0.

Figure 5. Microscopy of salivary gland biopsy material.
No signs of acinar atrophy or inflammatory infiltration in
the gland parenchyma are demonstrated. Morphological
activity index 0.

Note: BP — blood pressure; PA — pulmonary artery; PAWP — pulmonary artery
wedge pressure; RA — right atrium; RV — right ventricle; SO2 — saturation.

Taxoke Oplna MpoBefeHa CLUMHTUTPAQsl CTIOHHBIX JKe-
71e3, KOTOpas He I0Ka3aja CHVUYKEHMA MOITIOIeHUA pafio-
aKTMBHOTO MH/JVKATOPA KaK B OKOJIOYLIHBIX, TaK 1 B TIOf-
HIDKHEUETIOCTHBIX XKerle3aX (PUcyHox 6).

3agepxka ¢apMIpenapara BbIABICHa B IIPaBOil JoJe
IIMTOBUIHOM >KE€/Ie3bl, YTO COITIACYeTCsA C MMeEIoLelics
B aHaMHe3€ aJleHOMOIJi, MaljeHTKa HallpaB/ieHa Ha Mar-
HUTHO-PE30HAHCHYI0 TOMOTpauI0 MATKMX TKaHeil IIeu
C 11e/IbI0 AHATOMMYECKOI! JIeTa/IM3al M 1 MOATBEPKAECHNA
Pe3yIbTaToB OMOIICUM JKele3bl, KOTOpast MOXKeET ObITD JIOXK-
HOOTpUILaTe/IbHO (pucyHox 7).

30.12.2025 r. B mojgbesjie foMa IALMEHTKa IOTepsiIa
cosHaHMe 0e3 CaMOIPOU3BOJIbHON AedeKaumuu 1 MOdYen-
CITyCKaHMsI, CAMOCTOSITE/IBHO IpHIUIa B cebs B TedeHMe
HECKOJIbKMX MUHYT, BbI3Baja CKOPYI0 MENMIMHCKYIO IIO-
MOIIb, JJOCTAB/IeHa B TepameBTUYeCKuil cranyoHap. Ila-
I1eHTKa NHPOPMMPYeT O 8 MOOOHBIX SMM30[aX CUHKOIIE
3a mocnegHuil Mecal. KoHcynpTupoBaHa BpadoM-HEBPO-
JIOTOM, HEBPOTEHHBIN XapaKTep CMHKOIIE MCK/IIOYeH. Y4u-
TBIBas IPEJIIECTBYIOIMI aHaMHe3, TOCHNUTANN3MpPOBaHa
B peBMaTO/IOTM4ecKoe oTheneHue. IIpoBeneHo MOBTOpHO
MMMYHOJIOIT9eCKOe 00C/Ie[OBaHNe, BbIsBIEHbl aHTUsAMEP-
Hble aHTUTE/A, B MIMMYHOO/IOTe IONIOKNUTENbHbIE aHTUTE-
nma K SS-A/Ro, SS-B (La) u aHTUIIEHTpOMEpHbIE aHTUTEA
CENT-B. BroicTaBieH AuarHo3 CUCTeMHas CK/IepOmepMIs,
B 4aCTHOCTM e€ orpanndenHas popma — CREST-cungpom,
accolMMpOBaHHble BTOpUYHBI cunjgpoMm lllerpena, cunp-
pom PeitHo, ckepenema (IIOTHBI OTEK ITablleB KICTEN),
runoToHus nuieBopa (mmcdarus). Hasnauena tepamms
C TUTpaLMell J03 IPeIHN30/I0Ha.
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PARAAURICULAR
\J
Table of Resut Summary
Parameters Let Rght  Touwl
Spik Function (%) 565 5
Kidoey Counts (com) 13608 10491 24099
Renal Retention 0.
Time of Max (min) 140 1“0
Time of ¥ Max (min) 149 150

Counts/Second

Al ' AIN."AAV»A

Table of Resut Summary

Parameters Let Right _ Total
Spit Function (%) 446 4

Kidney Counts (cpm) 12877 16022 28899

Counts/Second

SUBMANDIBULAR
-
\J
Teble of Resut Summary
Parameters Lot Rt  Tod
Spit Function (%) 488 512
Cortical Counts (cpm) 12656 13168 25724
Renal Retertion 0477 0365
Time of Max (min) 140 130
Time of % Max (min) 157 150

Cortical

Counts/Second

Table of Resut Summary

Parameters Lett Right  Total
Spit Function (%) 416 584

Cortical Counts (cpm) 4868 6844 1T12
Renal Retertion 0968 0113

Time of Max (min) 160 0.000

Time of % Max (min) 0564

Pucynox 6. Cyunmuzpagus cnioHHbLx Hernes
€ HA2PY3KOU TUMOHHBIM cokom. AL 2 — npu-
3HAKOB HAPYULEHUST PYHKUUL OKONOYULHDLX
U NOOHUNCHEHETIOCTNHBLX CTIOHHDLX Jcerie3

He 8vis67eH0. b — susyanusupyemcs ouae
eunepdurcayuu paouopapmnpenapama

8 NpoeKyul cpedHetl mpemu npasoti donu
WUMOBUOHO JHcenie3bl (3e/IeHAS CIMPenKa).
Figure 6. Scintigraphy of salivary glands
with lemon juice loading. A1,2 — no signs of
dysfunction of the parotid and submandibular
salivary glands. B — a focus of radiophar-
maceutical hyperfixation is visualized in the
projection of the middle third of the right lobe
of the thyroid gland (green arrow).

Pucynox 7. MPT msexux mkaueti wieu

HA YPO6He OKONIOYULHbLX CIIOHHBLX Herie3
(A), Ha yposHe noOHUNCHeUeIOCMHbIX
catoHHblx scernes (b), Ha yposHe
wumosuoHoli scernesvt (B), umnynvcrole
nocnedosamenvrocmu T2-BU, T2-BU

€ nodaeneHuem CUeHaAnA Om HUPo6oLl MKAHU
u TI-BVI, akcuanvHas npoekyus: clioHHole
JHene3bl 6ble/IA0IM CUMMEMPUHHBIMU, He
Yy8enueHvl, UMeIm Hemxie KOHmypbl

U 00HOPOOHYI0 CPYKIMYPY; Onpedensemcs
2unepuHmMeHCcUBHbLIL y3ern 6 npasoti done
WUMOBUOHO JHcenie3bl (3e/IeHAS CIMPenKa).
Figure 7. MRI of the soft tissues of the neck
at the level of the parotid salivary glands
(A), at the level of the submandibular
salivary glands (B), at the level of the
thyroid gland (C), T2-weighted image pulse
sequences, T2-weighted image with signal
suppression from fat tissue and T1-weighted
image, axial projection: the salivary glands
appear symmetrical, not enlarged, have
clear contours and a uniform structure; a
hyperintense nodule is visible in the right lobe
of the thyroid gland (green arrow).
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O6cyxpeHue

Overlap-cungpom (CMHAPOM IlepekpecTa) — KOHI[EI-
111, ONUCBIBAIOIIAS IIepeceyeHyie CUMIITOMOB HEeCKOIbKIX
3a007IeBaHMI1 y OIHOTO YeNIOBeKa, KOTOPas B JAHHOM CITydae
MOXKeT OBITb 00CyxzueHa. IlanyeHTKa EMICTBUTENIBHO CO-
OTBETCTBYeT KPUTEPUAM HECKONbKUX ITATOJIOIMIL, B CBA3K
C YeM BO3HMKAaeT CJIOKHOCTb B OfIHO3HAUHON ITOCTaHOBKE
pmarHosa. [lnarnos CIII cTaBuTCs MAIMEHTY, eC ero 06-
it 6a/I cocTaByseT 4 WM BbIlle HA OCHOBAHUM KpUTe-
pue ACR/EULAR 2016 ropia, a oHM aKTyanbHbI /1A Ia-
I[JIEHTOB, Y KOTOPBIX HAO/IIOAeTCsI XOTsI ObI OMH IIPUSHAK
CYXOCTM I'7Ia3 WM PTa, onpefensaeMblii mo Bonpocam AECG,
VIV Y KOTOPBIX [OJIOKWUTETbHbIE Pe3Y/IbTATHI XOTsI ObI B Off-
HOM pasfiene aHkeTbl ESSDAI, ykasbiBaromue Ha momospe-
Hue Ha CIII, a Taxoke Ipy OTCYTCTBUM KpUTEPUEB UCKITIOYe-
HUA (HanpuMep, JIydeBasd Tepamys ey, remarut C, BIY,
capkonzos, ammaongos) [7]. ESSDAI — 3To nnpmekc akTus-
Hoctu CllI, paspaborannbiit EULAR, 1 nokasatens <5 yka-
3bIBAET Ha HU3KYIO aKTUBHOCTD 3aboyeBanus [8].

Y Hamrert nanyenTke nopospenns Ha CIII 6p1u ompas-
TaHBI, TaK KaK HOMMMO CYXOCTV C/IM3VICTBIX, UIMEIOTCS I10-
JIOXKWUTETIbHBIE Pe3y/IbTaThl B HECKONbKIX pasfieflaX aHKeThl
ESSDAI, a uMeHHO: TAXeCTb NMOpaKeHMs TIeTOYHOM CuCTe-
MBI — 3 6ajia, TeMaTONIOINYeCKOil CrcTeMbl — 2 Gara,
MOKa3bIBAOIIJie He HU3KYI0 aKTMBHOCTb JAaHHOTO 3abore-
BaHuA. ITo xpurepusam EULAR/ACR 2016 roga manmenTka
HabOpasa 4 6a/1a, He BK/IIOYast He IPOBEEHHOE OKPAIIBa-
HJle POTOBMIbI U KOHBIOHKTUBEI, AyarHo3 CIII mpasomo-
yeH. OfHaKO, YUNTbIBAsA HAAM4Ne aHTVIEHTPOMEPHDIX aH-
tuten CENT-B, cunppom PeitHo, TpucyTcTBUE CKIepeeMbl
U ucYHKIMY NUIIEBOMA, HEMb3sd OTPULIATh BTOPUYHBIIN
xapakrep CIII Ha dpone orpanngenHor popmor CClI.

VccnenoBanue ¢ mcnonb3oBaHyeM (paHIy3CKOil Hal-
OHA/IbHOJ 6a3bl JAHHBIX 3[[PaBOOXPAHEHNA IOKa3a/lo, YTO
cpenu 3abonmeBanmit coemuuutensHoit Tkanu (3CT), cBsi3aH-
Hpix ¢ CHI, CKB cocrasnset 28 %, peBMaTOMIHBIN apTPUT —
53%, a CCI], — 13% [9]. Ilpu aTOM 3aMeueHbl HEKOTOPbIE
ocoberHocTy B rpymmnax ¢ pasapiMu C3T. JInua ¢ CKB, y ko-
TopbIx Taroke umeetcs ClII, ;eMOHCTpUPYIOT ClefyIolye Xa-
PaKTepUCTHKI: OTHOCUTEILHO IO3/IHMIT BO3PACT Hadasa 3a-
6oseBaHs1, BLICOKAs YacTOTa CHHAPOMA PelfHO 1 CyCTaBHBIX
CVIMIITOMOB, a TAKXKe BbICOKAs ITOJIOKUTEIbHAS PeaKIys Ha
aytoaHTHuTena (ocobeHHO aHTUTeNa K SS-A/SS-B), mpu stom
Yalre HaOMIOIAITCS CUMIITOMBI 513B B ITo/10cTy pra [10].

CCI — 3T0 TakKe My/IbTUCUCTEMHOE ayTOMMMYHHOE
3aboseBaHIe COSVHNUTEBHON TKAHM, XapaKTepusylolieecst
MUKPOCOCY/ICTBIM TIOBPEXJIeHUEM, HapYIIeHVeM Pperys-
LUY AfJaITUBHOTO M BPOXK/IEHHOTO VIMMYHMTETA, @ TaKXe
¢1bpo30oM KoXK11 1 BHY TpeHHMX opraHos. K pacripocrpanen-
HbIM KayHudeckuM npusHakaMm CCJl oTHOCATCA CUMHAPOM
Peitno, yromeHue KOXKW, KaJbLJMHO3, Te€Jl€aHTMOKTa3NI,
racTpoasodareanpHas pedmoKCHas 60Je3Hb, HapYILICHV
MOTOPUKI KeTyHOYHO-KMIIEYHOTO TPAKTa, apTPUT, MHTEP-
CTUIMA/IbHOE 3a60/IeBaHMe JIETKIIX 11 IETOYHAs TUIIePTEeHSs.
Cpenut HMx cvHZpoM PeliHo, Ba3ocmasM manblieB, ABIAETCA
PAHHVM IIPUSHAKOM, KOTOPBII OOBIYHO BO3HUKAET 1O (-
OpO3HBIX IBMEHEHMIA, YTO YKa3bIBAET HA TO, YTO COCYAVICTOR
3a00/IeBaHe AB/IACTCA PAHHUM IIPOSB/ICHEM U UTPAeT PO/b
B paHHeM IaTorexese. Jlero4Has r’umepTeHsyst OObIYHO SIBIA-

ercs 6onee mosgunM nposienerrieM CCJ n 06bI9HO POSIB-
nsteTcst yepe3 10-15 yieT moce MOCTaHOBKY AuarHosa [11].
OpnHako B IIPENCTaBIeHHOM HaMM CTydae IpU HepBUYHOM
MOCTYIUIEHU) B CTalMOHAp cUMHApOM PeilHO y manyeHTKn
He OBIT OYeBMJIEH, a caMa OOMbHAsA He IPebsABIIAIA XapakK-
tepHbIx ano6. CClI, kak u CIII, yaiie mopaxaet >KeHIIH,
yeM MY>KUMH, COOTHOIIEHVE YXEHCKOTrO II0Na K MY)XCKOMY
cocrapyseT 3-4:1; ogHako y my>xunt ¢ CCJI HabmropaoTcs
6oree TsKenblie UCXompl [12].

BO3 xmaccudunupyer JIAIL accounnposannyio ¢ 3CT,
K 1 rpymie neroyHsbIx runeprensuii. Cpeay ogTUIos 1 rpym-
mel, accoruupoBanHbIx ¢ 3CT, CCJI cocTtasnsaeT oxono 75 %
ot Bcex cny4daes JIAT, accormmposanubix ¢ 3CT [13]. Coo6-
maetcs, 9To JIAT Bcrpedaercsa y 8-12 % manuentos ¢ CCJL
U ABJIAETCA OLHOM U3 BefyIIUX IIPUYMH CMEPTHOCTYU Cpefy
mny ¢ CCJI, BMecTe ¢ erouHbIM Gpuopo3oM COCTaBIIAA [0
60% Bcex cmepreit, ceasanubix ¢ CCIl [14]. MennaHa BbI-
JKMBAEMOCTH COCTaBJIAeT OKono 4 net. VccnenoBanus mo-
KasaJy, YTO COYeTaHUe PAaHHErO BbIABIEHMA 3a00/IeBaHNsA
6rmarozapst yCOBEpIIEHCTBOBAHNIO PEKOMEH/ALINIA II0 CKPH-
HUHTY 1 creny¢udecknx npenapato ot JIAT ymydmaer
BBEDKMBaeMOCTb cpenyt manyeHToB ¢ CCJI n JIAT, mmerormux
M3HaYaIbHO HeOIarOPIUATHBIN IPOrHO3 [15].

CIHI n CC]] y nameii manueHTKy, Cyfs IO BCEMY, AB-
JIIIOTCSL  3BEHbAMM OJHOTO IATOJIOTMYECKOTO ayTOMM-
MyHHOro mpouecca. CodeTaHme 3TUX IATOTOTMYECKUX
COCTOSIHMII OIMCAHO B ME[UIIVHCKON nuTeparype. VHTe-
PecHBIM MpeAcTaBIsieTcs mybaukarus Drosos ¢ coasro-
pami1, B KOTOPOIT TIpefiCTaB/IeHO HabmoneHne 23 malyeH-
toB ¢ CREST-cuHIpOMOM, KOTOpBIE OBUIM KIMHWIECKI,
TUCTOIIATONIOTNYECKY U CEPOTIOTMYecKN OOCIeOBaHbl Ha
Hanuure CIIL. YV 14 u3 HUX ObII BBISB/IEH MTOTIOXKUTETbHBII
pesynbTaTr. 3HAYMMBbIX PasIM4Nil MEXIY HUMHU M OCTaB-
mMucs 9 o6Hapys>keHO He 6bI0. TakKe XapaKTepUCTUKY
namyeHToB ¢ CREST cpaBHUBanuch ¢ XapakTepuCcTUKaMu
29 cimy4aitHO BBIOpaHHBIX ManueHToB ¢ mepsuyaabiM CIIL
YBenuyeHyue OKOJIOYIIHONM >Ke/lesbl 4Yalle BCTPEYanoch
y HOCNEeNHNUX, 4eM Yy IepBbX (p <0,01). IIpakTuyecku HM
y opHoro manmenta ¢ CREST u CIII He 65110 06HapysKe-
Ho aHTHTeT K RO(SSA)/La(SSB) [16]. Onnako B my6nmka-
mun Oddis ¢ coaBTopamu cpegu 6 manueHToB ¢ CREST-
BapMaHTOM CHCTEMHOII cKaepogepMun u npusHakamu CIII
y 5 4enoBek 6bUIM 06Hapy>KeHbl aHTUTENa K SSA (Ro) B cBI-
BopoTke KpoBM [17]. Ec oTBepraTs Hammane CHI y manu-
€HTKU U TOBOPUTB 0 «4uctoit» popme CCJI, HO ¢ febr0TOM
B BUJIe BUCL€PaIbHBIX NPOABIeHMIT, B yacTHOCTH JIAT, TO
TAHHDIJ BApUAHT ABJIAETCA PEIKOCTBIO U TAK)XKe MPefiCTaB-
JISIeT IMPAaKTUYECKYI0 IIeHHOCTD JJIA Bpaderl.

JakarwueHue

Pesynbrarsr nedennsa JIAI, acconumposannoit ¢ CCl,
B HAcTOsIee BpeMs Hey[OBIeTBOPUTENbHBI 110 CPAaBHEHMIIO
¢ nmauyentamu ¢ CCJI B nietoM. B cBsI3M ¢ 3TuM Heob6Xx0mu-
MbI HOBbIE ITOJAXO/bI K JMAarHOCTUKE Y JIEYEHNI0. Y IUThIBAs
3HAUNUTEIbHYI0 POJIb B IIATOTEHe3e OIpefie/IeHHbIX 3BeHbEB
MMMYHHOJ CUCTeMBI, TIEPCIEeKTUBHBIM HaIlpaB/IeHNeM Tepa-
vy B OyfyleM, CKopee BCeTo, OyaeT codeTaHue TapreTHO
MIMMYHOMORY/IALVIN C KOMOVHVPOBaHHOI Ba3ofyIaTalyerl.
ITpocnexktuBHble MccnenoBannsa maruentos ¢ CIII, CCJI
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n JIAT se mposopgwuce. IlosaToMy mccnegoBanus, mMocCBs-
IleHHble PaHHEMY Hadajy Tepamuy, ObUIu Obl BaXKHbI OIS
MIOHMMAHMS TOTO, MOTYT /I Ba3OAM/IATATOPbI OKa3bIBaTb
MopuduImpymolee AeCTBIE HA TedeHue 3abo/meBaHNUs
U CrieflyeT /1M HauMHATh UX IPUMeHeHMe PaHbllle, He JOXU-
[asACh MOSAB/ICHMS TIPU3HAKOB ITOBpex/ieHs. Knmanmycram
CTIeAYeT yAeIATh 0c000e BHIMaHIE U TIATENbHO OLIeHNBATh
Bo3MoKHOCTb HammuusA kak CCJl, tak u CIII y manueHnToB
¢ JIAT, xoTopble MOTYT OCTaThCsA HE JUATHOCTUPOBAHHBIMM
mpy pyTMHHOM 06cnenoBanmy. Omn6OYHO BBICTABIEHHAS
uauonarndeckast JIAI, nuiraer BO3MOXXHOCTM Tal[ieHTa
¢ 3CT, mpoiiti MMMYHOCYIPECCUBHYIO T€PAIMIO U IIONY-
4UTh HabosIee yAAYHy0 KOMOMHALIMIO Ba30MIATATOPOB.
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