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AnHoTauus. Akmyanonocmo u yeau. bonesns Ulerpena (BI) nopaxkaer mpumepHo 0,5 %
HAaCeJIeHHUs B IIEJIOM, YTO JeNIaeT ee OJHMM W3 Haubosee paclpoCTPAaHEHHBIX CHCTEMHBIX
ayTOMMMYHHBIX 3a00JIeBaHUM, YCTYMAIOIIMM TOJIBKO peBMaTouaHoMy aptputy. BII kmac-
CHYECKH CUNTAETCS 3a00JIeBaHUEM 3K30KPHHHBIX JKeje3, POSBISIONIMMCS B OCHOBHOM CY-
XOCTBIO IMOJIOCTH PTa U IJ1a3, OJAHAKO UMEET HIMPOKUN CIEKTP CHUCTEMHBIX KIMHHUYECKUX
TIPOSIBIICHHUH, KOTOPBIE 3aTPAaruBalOT MPAKTUIECKA JTFOOYIO CHCTEMY OpPTaHOB, W HEOOIBIIOE
KOJIMYECTBO CIy4acB OCIOXKHSACTCS pa3BUTHEM IHMQOnponudepaTHBHBIX 3a00JCBaHUH,
YTO 3aTpyAHAET BepuuKaiuio gaHHoro 3aboneBanus. Llenb nccienoBaHus: aHAIM3 KIIH-
HUYECKUX MPOSBICHUHN U OLleHKa TpynHocTell nuddepenimansHoi auaraoctuku BIII B pe-
AIBHOM KIIMHIUYECKOW MpaKTuKe. Mamepuansl u memoosl. PETPOCIIEKTHBHO BBISIBIISUIA CITY-
yaii BIII ¢ mocneayromumM anannzoM nauuenta ¢ nepBuaHoi BII. Beisodwsr. Jlnarnoctrka
BIII sinsieTcss MeXIUCIATUTMHAPHOM TIpo0IeMoit, TpeOyroIeli CBOEBPEMEHHOTO PaCclo3Ha-
BaHUs, aHAM3a KIMHUYECKHX OCOOCHHOCTEH JaHHOrO 3a00JIeBaHUsS, CBOCBPEMCHHOTO
Ha3HAYCHUS TEPAIUH, a TAKXKE PEryJIIPHOTO HAOIIOACHUS 32 AHHOHM TPYMIION MaIeHTOB
C IENBI0 UCKITFOUEHHSI OCIOXKHEHHH, TOCKONBKY Tpancopmanus BII B mimdonponudepa-
TUBHBIC 3200JIEBaHUS B HECKOIBKO JIECSTKOB Pa3 BEIIIE, YeM B OOIIEH ITOMyYIISIINH.
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Abstract. Background. Sjogren syndrome (SS) affects approximately 0.5 % of the general
population, which makes it one of the most common systemic autoimmune diseases, second
only to rtheumatoid arthritis. SS is classically considered as a disease of the exocrine glands,
manifested mainly by dryness of the mouth and eyes, however, it has a wide range of sys-
temic clinical manifestations that affect almost any organ system, and a small number of
cases are complicated by the development of lymphoproliferative diseases, which makes it
difficult to verify this disease. The purpose of the study is to analyse clinical manifestations
and assessment of difficulties in differential diagnosis of SS in real clinical practice. Mate-
rials and methods. A case of SS was retrospectively identified with subsequent analysis of
a patient with primary SS. Results. Diagnosis of the SS is an interdisciplinary problem that
requires timely recognition, analysis of the clinical features of this disease, timely admin-
istration of therapy, as well as regular monitoring of this group of patients in order to ex-
clude complications, since the transformation of the SS into lymphoproliferative diseases is
several tens of times higher than in the general population.

Keywords: Sjogren syndrome, autoimmune disease, xerophthalmia (dry eyes), xerostomia
(dry mouth)
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BBenenue

B kinMHWYeCKOW MpaKTHKE Bpadyeil pa3jiMyHBbIX CIICIUATBHOCTEH — TepareB-
TOB, PEBMATOJIOTOB, O()TATHMOIIOTOB, OHKOJIOTOB, TEMATOJIOTOB I CTOMATOJIOTOB —
BCTpeyaroTcs 3a00JeBaHus, KOTOPbIE MAHU(ECTHPYIOT C MOPAKEHUH IK30KPHHHBIX
xkene3. CHUMITOMBI JaHHBIX MOPAKEHUH JOCTATOYHO BapualOenbHBL. JTO MOXKET
OBITH Kak MposiBIIeHNE (PYHKIIMOHATHHOTO HAPYIICHHUS YK30KPHHHBIX JKeJle3, TaKk 1
Havajo JuMdonpondpepaTuBHOTO 3a00JIEBaHUs, YTO B UTOTC YCIOXKHSIET AMArHO-
CTUYECKHI TIOUCK.

OmanM 13 Takux 3aboneBanuit spisercs 6omne3nb lerpena (BI), wmm nep-
BUYHBIN cuHapoM lllerpena (IaHHBIA TEPMUH BCTpPEUYaeTCs B aHIJIOA3BIYHON Menu-
[UHCKOW JUTEepaType), MPEICTABIAIOMNN CO00i XPOHHYECKOE CHCTEMHOE ayTo-
MMMYHHOe 3a00JIeBaHNe, XapaKTePHOH MATOJIOTHYECKOW OCOOCHHOCTHIO KOTOPOTO
ABIsieTCsl TMMQOoUUTapHas WHPUIbTPANUs YK30KPUHHBIX jKeje3, a UMEHHO CIIIOH-
HBIX U CIIE3HBIX, C MEJIEHHOW MpOorpeccupyrollei norepeld PyHKINN U, KaK CIel-
CTBHE, CYXOCTHIO TIOJIOCTH pTa | Tia3 [1]. 3aboneBaHue Takke MOXKET MOPaKaTh
KOXXY, CyCTaBbl, BHyTPEHHHE OPTaHbI U HEPBHYIO CUCTEMY.

[IpenmMy1iecTBEHHO OOJIEIOT KEHIUHBI CPEAHETO BO3PACTa, B TO BpEMs Kak
3aboyieBaHmne pexe HAOMIOMACTCS Y MYXYHH (COOTHOIICHHUE XEHIMMH U MY>KUNH
9:1). Ilux 3aboneBaemoctu mpuxoautcs Ha 30-50 ser [1]. PeanpHas pacmpoctpa-
HEHHOCTh 3a00JIEBaHUS CPeau HacelleHHs B IEIOM TOYHO HE OIpe/esieHa, B pas-
JUYHBIX SMHAJEMHOIOTHYECKUX 00CIEeIOBAaHUAX COOOIIAETCS O KOJINYECTBE CITyda-
e ot 0,1 o 3,3 na 1000 yenosek [2, 3].

[Ipuuuna BIII HeusBecTHa, B TO Bpems kak cuHapom lllerpena cBszaH ¢ oc-
HOBHBIMH ayTOMMMYHHBIMH 3a00JI€BaHUSAMHA (HAIIPpHIMEp, C PEBMATOUIHBIM apTpH-
TOM, CHCTEMHOHW KpPacHOW BONYAaHKOW, MEPBUYHBIM OMIMAPHBIM LUPPO3OM U 1P.).
Kak npu apyrux ayronMMyHHBIX 3a00neBaHusX, Takke U npu Bl pazsurne mato-
JIOTHYECKOTO TIpoIecca TpeOyeT BMEMIaTeNIbcTBA Pa3INdHbIX (hakTopoB. CrpoBo-
UPOBaTh 3a00JICBaHUE MOXKET CllydaiiHas BUpycHast uHpeknus [4], a Takxke pas-
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JUYHBIE BUPYCHI, TaKue Kak BHUpyc rematuta C, BUpyC HMMYHOJehHLINTa YeTIOBe-
Ka, BUpyc DniuteiiHa — bappa, uutomeranosupyc, Bupyc Kokcaku. OgHako HYKHO
OTMETUTh, YTO MATOJIOIWYECKHE OCOOEHHOCTH CHANIOAZCHNUTA, BBI3BAHHOIO 3TUMHU
BUPYCHBIMU WH(EKIUIMH, OCTOSIHHO paznuyuatorcs [5]. Taxke umeercst reHeTH-
Yyeckas JeTePMUHUPOBAHHOCTH 3a0oieBanusi. CyIIeCcTBYIOT ajuleiy, IpHUHAJIC)Ka-
IIKe K IJIABHOMY KOMIUIEKCY TMCTocoBMecTUMOCTH 1l Kimacca, a MMEHHO M30THIIBI
HLA-DR u HLA-DQ, kotopsie TecHO cBsi3ansl ¢ BIII. Kpome Toro, nmerorcs gas-
HBIC O 3HAYUTEIBHON CBSA3M 3a00J€BaHUS C JPYTUMH F€HaMH, HE OTHOCSLIMMUCS K
KOMIIJIEKCY THcTocoBMecTUMOCTH I Kitacca, a IMEHHO IreHaMH, IPUHAAJIECKAIUMU
K IIyTH Tepellaud CUTHANOB uHTepdepoHa [6, 7]. Takum oOpazom, ObIIO MOCTYIH-
POBAHO, YTO 3TU I€HbI MOT'YT UTPATh BXXHYIO POJIb B AKTHBALIMH HEKOTOPBIX BaXK-
HEHIINX MaTOT€HETHYEeCKUX MpoIeccoB 3aboneBanus. OmHAKO OOIBIIMHCTBO W3
3TUX F€HOB C MOBBIIIEHHON peryisinuel, BKIo4as Te, KOTOpbIE yYacTBYIOT B aKTH-
BAaIlMM IyTH NE€peJaddl CUTHAJIOB MHTEp(EpoHa, He ABISIOTCS CIICHU(PUIHBIMH IS
BIII, HO SIBISIFOTCST OOIIMMU JJIs1 OOJIBIIMHCTBA TIPEICTABUTENICH CUCTEMHBIX ayTo-
MMMYHHBIX paccTpoicTs [8].

Y reHeTuuecKy BOCIPHUUMYMBBIX CyOBEKTOB CTUMYJIbI OKpY>Karoleil cpeabl
MOTYT HOBPEXIATh 3IUTEIHAIbHbIC KIETKH CIIOHHBIX JKeJie3 IOCPEACTBOM AKTH-
Banuu crnenuduueckoro Toll-mogo6noro peuentopa (TLR) [9]. DnutenuanbHble
KJIETKU CIIOHHBIX JKeJie3 He SBJISIOTCS CBUAETENSIMHU WM JKePTBAaMH BOCTIAJIUTEINb-
HOT'O KacKa/a, HO 3TH KJICTKH, OJJHa)KAbl aKTUBUPOBAaHHBIE, YIIPABIISIIOT BCEM ATO-
JIOTMYECKUM IIPOIECCOM 3a00JIeBaHUs, MHAYLHUPYS BBIPAOOTKY psda XE€MOKHHOB
U (aKTOpOB IHIOTENHUS COCYHOB, KOTOPbIC B 3HAUUTEIBHOM CTEIIEHH CIOCOOCTBY-
IOT MPHUBJICYCHUIO UMMYHHBIX M BOCHAJHUTENBHBIX KIIETOK, TAKUX KaK T-KIIETKH,
B-knetkn u makpodaru u ap. [10]. Bce 3Tu THUIBI KJIETOK MO-Pa3HOMY CIIOCOO-
CTBYIOT 00pa30BaHMIO BOCTAINTEILHBIX HHPIIETpaTOB. [IpuBIedeHAbIe Makpoda-
TH OPOLYLUPYIOT OOJIBIIOE KOJUYECTBO BOCHAIMTENbHBIX IUTOKMHOB, & UMEHHO
UHTEpIeHKHH-1 1 (aKkTOp HEKpO3a OIyXOJH 0, KOTOPble NPUBOIAT K JIOKAIEHOMY
noBpexaenuto TkaHed [11]. Kpome Toro, B akTHBHPOBAHHBIX AMHUTEINATBHBIX
KJIETKaX CJIIOHHBIX JKE€JIe3 3aIllyCKaeTCs MEXaHHM3M alloIT03a ¢ IOCISAYIOIUM BbI-
CBOOOXIICHHEM ayTOAHTHUTCHOB B OKpYXKaromyro cpeny [12]. DnurenuanbHbIC
KJIETKM CIIIOHHBIX JKeJe3 Takke 00JIafaloT CIIOCOOHOCTBIO NIEHCTBOBATh KaK aHTH-
TEHNPE3EHTUPYIOINE KIETKH, O YEM CBHUJETENBCTBYET IKCIPECCUS MOJIEKYT KOM-
miekcoB ructocoBMectuMocTH I 1 11 kmaccos Ha ux nmoepxHoctH [13]. Takum 06-
pa3oM, 3TU KJIETKH MOTYT HpPEICTaBIATh ayTOAHTUICHbl MMMYHOKOMIIETEHTHBIM
KJIeTKaM, TakuM Kak CD4+T-knetku. Ot T-KIeTKU MyTeM MOCIEAYIOIIETo B3au-
MOJIEHCTBHS ¢ B-KieTkaMu MOTYT CTUMYJIHMPOBaTh BBIPaOOTKY ayTOaHTHUTEN, KOTO-
pBI€ TIPENCTABISIOT cOOOW aHTUTENa MTPOTHB sACPHBIX aHTUTEeHOB [ 14]. O6pazyercs
JIBA TUTIA AaHTUSAICPHBIX aHTUTEHOB — 3TO aHTUTENa MpoTuB SS-A (RO) u anTH-SS-B
(La), koTopbie 00pa3yroTcs MPOTUB pUOOHYKIeOonpoTenHOB SS-A u SS-B.

Marepuanbsl ayTOQaHTUT€HA, BBICBOOOXKIAEMBIE AMUTETHATBHBIME KIETKAMH
CIIIOHHBIX KeJIe3, aKTHBHPYIOT IJIa3MOLMTOMIHBIC NEHIPUTHBIE KIETKH, a 3aTeM
9TH KIIETKH TPOAYIUPYIOT uHTepdepoH | tuna u Qakrtop aktuBanmu B-kierok
[15]. TlocnenHuii TMTOKKMH, HApSAAY C WHTEPICHKUHOM-6, UrpaeT (yHIaMEHTab-
HYIO pojib B nponu¢epaniy 1 BbDKUBaHUM B-KiIeToK, a Ha OoJee Mo3aHelH cTaauu
3a00JIeBaHMsI MOKET MHIyIUPOBATh M pornponrdepaTHBHbIe 3a00neBanus [ 16].

Takum oOpa3oM, T-KJIETKH U aHTHUTENA MONAafaoT B KPOBOTOK U JTOCTHUTAIOT
9K30KPUHHBIX JKeje3, re T-KJIETKH CEKPEeTHUPYIOT LUTOKHUHBI, YTOObI HPUBICYD
00Jbllle MMMYHHBIX KJIETOK M BBI3BAaTh BOCHAJICHHE TKAHU 3K30KPUHHBIX Keje3.
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OT0 MPUBOAMT K JIUMPOLUUTAPHON HHOUIBTpaK. B KOHEUHOM cueTe ceKpeTupy-
eMbIe IUTOKHHBI TaKke aKTUBUPYIOT (hHOpoOIacThI, KOTOPHIE MPOU3BOMAT (PHO-
PO3HYIO TKaHb, 3aMEHSS MOBPEKICHHYI0. KOHEUHBIM pe3ynbTaToOM SIBISETCS MTOTE-
Ps1 CEKPETOPHBIX KJIETOK B XKeJe3ax.

Bosznukaromue B pesynbrate cumitoMmbl bl MoXHO pa3penuTh Ha ABe OC-
HOBHBIE KaTeropuu. Bo-TiepBbIX, 3TO MPOSABIEHHUS CO CTOPOHBI SK30KPHUHHBIX K-
Jie3, IPH KOTOPBIX CHaydana, a HHOTAA U UCKITIOYUTEIBHO, IPOUCXOJUT BOBIICUCHHUE
T7Ia3 WM CIIOHHBIX jkene3. [lopaskeHne cle3Hoi Kene3bl MPUBOANT K CHIKESHHUIO
CEKpEeIHH CIie3 ¥ CYXOCTH TJIa3, HEYETKOMY 3PEHHI0, Pa3ApakeHHI0, KOTOPOEe OIH-
CBhIBaeTCA KakK OILIYLICHHE MecKa B IJ1a3aX, MOKPACHEHHUIO U, B KOHEYHOM CUETe, K
KEepaTOKOHBIOHKTHUBHUTY, KOTOPBIA MPEICTABISET COOOH BOCIMANICHUE M W3bSA3BIIC-
HHUE POTOBHIIBI U KOHBIOHKTUBHL. [lopakeHue CITFOHHBIX kKelie3 OOBIYHO MPUBOIUT
Kk nuddyszHomy hubposy u 6e30071€3HEHHOMY YBETUUEHHIO XKeJNe3bl, UTO TpedyeT
Ha Ha4yallbHOM JTalle HCKIIOYUTH HOBooOpasomaHue. Jnddysznoe mospexneHue
JKele3 MPUBOJUT K KCEPOCTOMHH, WIIH CyXOCTH BO PTY, U3-32 CHIKCHHUS CEKPELIUH
cmoHbl. HeocTaTok cimfoHbI BEI3BIBAET aTpO(UIO CIM3UCTOH 000104KH U 00pa3o-
BaHWE TPEIIUH Ha s3bIKE. DTO TaK)Ke MOXKET MPUBECTH K CHIDKEHHIO OIYIIECHUS
BKyca, mmpobjieMaM ¢ TJIOTaHHEM W paspymeHuto 3y0oB. Ecnmu 3To 3aTparmBaer
OKOJIOYLIHBIE jKeNe3bl, PUOP03 MOKET MPUBECTH K JABYCTOPOHHEMY YBETUYEHHIO
OKOJIOYIIHBIX jKeJie3, KOTOPhIe CAABIMBAIOT OJU3JIEeKAIINe HEPBEI, BEI3bIBast OOIb.
B nmpixarenpHbix myTsx BLI BbI3bIBaeT cyxXoCTh, KOTOpas MPUBOIUT K H3bS3BIIE-
HUIO U KPOBOTEUEHHIO, M €CIIM 3TO BIMACT HA TOPTaHb, TO MOXKET MPUBECTHU K 3a-
TpyIHEHUIO peud [1, 2].

BuernanaynspHbele nposiBi€HUs Bo3HUKaloT, korga BIII mopakaer oprasl
3a mpeesiaMy YK30KPUHHBIX JKelle3, 0COOCHHO eClii OH MaHH(ECTHPYET ¢ APyTrUM
ayTOMMMYHHBIM 3a0osieBaHneM. CUCTEMHBIE CHMIITOMBI MOTYT BKJIIOYAaTh JIMXO-
palKy, ycTalocTh, MUAITHIO, WK MBIIIEYHYIO 00Jb, IOTEPIO Beca U JIMMQaieHO-
naruto. [TopaxkeHne cycTaBOB OOBIYHO MPOSIBISICTCS B BHIE apTPajruH, WK OOJH
B CyCTaBaX, C BOCIIAIUTEIHLHBIM apTPUTOM WK 0€3 Hero, 3To mpoucxomuT y 50 %
mozeit ¢ BII [1]. Takxke MOTYT OBITH COCYAUCTBIE 3200JIEBaHUs, TAKHE KaK ITypITy-
pa, KoTopasi BO3HUKAET M3-3a KPOBOTEUECHHUS B KOXKE, BTOPUYHOTO TI0 OTHOIIECHHIO
K Backynuty, win hernomen PeitHo. [IpoOneMbl ¢ JErKUMH BKIIIOYAIOT XPOHHYE-
CKMI Kalllellb, a TaK)Ke MHTEPCTUIHANBbHOE 3a0oieBaHue jerkux. [lopaxenue mo-
YeK MOXKET BbI3BaTh MHTEPCTUIHMAILHBIA HEPPUT U HAPYIICHUS (PYHKIIUU KaHAIb-
LIEB, YTO MPHUBOJUT K MOBBIIIEHUIO YpoBHs KpeatuHuHa. Haxonen, BIII moxer
npuBecTH K tuMpomam. Hanpumep, HexomkkuHcKas tumpoma, MALT, mumdoma.
MALT-nuMpoma MOKET NIPOSBIATHCS B BUIE Y3JIOBOTO YBEIUYECHHUS! OKOJIOYIIHOM
XKene3sl BMecTo Aud@Y3HOTO yBENWYCHHUs, OOBIYHO HaOmromaemoro mpu bIII.
IMockonbKy MOXET OBITH MMOpaKEH MPAKTHYECKH JIIO00H OpraH WM >Keie3a, Jua-
THO3 OCHOBBIBACTCS Ha CHMIITOMAX, CBA3aHHBIX C TOPAXCHUEM CIIOHHBIX JKelle3,
pTa u rina3. OTH CHMOTOMBI JTOJKHBI COXPAHATHCS OoJiee TPEeX MECSIEB W IMPOsB-
JIATBCS €XKETHEBHO [2].

Cornacao pexomengamusm ACR/EULAR 2016 r. kiaccupUKaIMOHHBIC
kputepuu Bl mcnonp3yroTcs y TAIMEHTOB, MMEIOMHNX, KaKk MHUHHMYM, OJIMH
CHUMIITOM CYXOCTH TJIa3 WM CYXOCTH BO PTY WJIM NIPH TIOZO03PCHUH Ha 3a00JIeBaHUe
o onpocHuky European League Against Rheumatism SS Disease Activity Index
questionnaire Kak MUHAUMYM C OJHHUM ITOJIOKHUTEIEHBIM OTBeTOM [2]. JlaHHBIC KpH-
TEpUU HE HCIIONB3YIOTCS Y MALMEHTOB MPHU HAJMYUK CIEAYIOMINX 3a00JeBaHUi:
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Jy4eBasi Tepamus o0JIACTH TOJIOBHI M IeH; akTUBHBINA rematuT C (C MOATBEpXke-
HHEM TOJIMMEPA3HON [EMHON peakiueil); CHHAPOM MPUOOPETEHHOT0 MMMYHOIE-
(duimTa; CapKOMA03; aMHJIOUI03; PEAKIHsS «TPAHCIUIAHTAT IPOTHB XO3SHHAY,
IgG4-acconmupoBannoe 3aboneBanue. bamnbabie kpurepum BIII mpencraBieHbr
B Tabm. 1.

Tabnuna 1
Huarnoctuueckue Kkputepuu quarnosa bl
Kpurepwuii Bamn
1. OuaroBblit TUMGONUTAPHBIA CHAIIOACHHUT B MaJIBIX CIIOHHBIX JKee3ax
¢ konnuecTBoM (hokycoB He meHee 1 B 4 mm? (pokyc comepxut 50 u 6oinee 3
auMGouuTOB B 4 MM? TKaHH JKEJIe3bl)
2. Hanuume Anti-SSA/Ro 3
3. Pesynbrar 0(hTambMOJIOTHYECKOTO OKpAIIMBaHUs >S5 (MiH 0an 1
Van Bijsterveld >4) kak MUHIMYM OJIHOTO IJ1a3a
4. Tect lllupmepa <5 MM/5 MUH, KaK MUHIMYM OJIHOTO TJa3a 1
5. HectumynmpoBanHas obmiast canmmarus <0,1 mu/MuH 1

Jwnaraosz BIII MoxeT OBITH BBICTABIICH NPH CyMMeE OaioB >4 yKa3aHHBIX
BbIIIE 5 KpuTepues [1, 2].

Hecmotpst Ha TOT ¢akt, uro Bl BnepBrie Obla omncaHa IIBEACKHM OQ-
tanpMonioroM XenpukoM Illerpenom eme B 1933 r. mponuioro Beka, Ha CErOIHA
JaHHOe 3a00JeBaHUE IMPOAOJDKAET BBI3BIBATH TPYIHOCTH B OU(QepeHIrnans-HO-
JTUArHOCTUYECKOM IUIaHe Y Bpaueil MepBUYHOTO 3BE€HA 3PAaBOOXPAHEHHUS.

Hean uccaenopanus. Onrcanre KmuHudeckoro ciydas bII B amOymarop-
HO-TIONUKJIMHUYECKUX yCIOBHUSX.

MatepuaJ M METOABI HCCIETOBAHNUS

Knuanveckuit cnyvait. [TanmenTtka 1984 1. poxaeHus Habmoganach B ro-
poxnckoit monuknuauKe Ne 14 1. Ilenss! y Bpaua-tepanenta ¢ 2015 1.

KamoOpr: Ha SNTN301bI IPUITYXaHUS OKOJIOYIITHBIX CIFOHHBIX JKeJe3.

AHaMHe3 KHM3HH: TIAI[MeHTKa He paboTaeT, MHBAIMIHOCTH HET, IepeHecia
HOBOIO KOPOHABUPYCHYI0 HH(peKuto B nekadpe 2020 ., reMoTpaHchy3uH OTpULIa-
€T, BPEIHBIX MPHUBBIYCK HET, HACJCACTBEHHOCTh 10 PEBMATOJIOIMUYSCKUM 3aboJie-
BaHUSIM HE OTSTOlIEHA. | MHEKOJIOTHYeCKU aHaMHe3 HE HapylleH, poJaoB 2. All-
JeproJorHuecKuii aHaMHe3: KpaTuBHHUIIA HA BUTAMHHEI Tpyns! B.

Anamue3 3aboneBanus: ¢ 2015 r. manueHTka oTMeTwia Hanuuue nuddys-
HBIX M3MEHEHHUI OKOJIOYITHBIX CIIFOHHBIX Xelie3 ¢ 00eux cTopoH. Jleunnace y Te-
pameBTa ¢ JUArHO30M: CHAJ0AaJCHOMNATHA, XPOHWYECKHH CHAaJIOaJeHUT HEesSCHOU
atroyiorud. [IpoBoAMIINCE MHOTOYHCIICHHBIE COCKOOBI M MYHKITMH 0e3 MOopdoJio-
TUYeCKON Bepu(UKallMu HOBOOOPa30BaHUS OKOJIOYIIHBIX CIFOHHBIX Jkene3. JlaH-
Heie Ouoncun ot 12.03.2015 Ne 1715-1117: kpoBb, CKOIUICHHE TUMQOUIHBIX dJIe-
MEHTOB, MEKYTOUYHOE BEIIECTBO, AIIEMEHTHI BOCTIAJICHHUS.

[To maHHBIM MyIBTHCIIHpATbHON KoMItbloTepHON ToMmorpadun (MCKT) ot
nexabpst 2016 1. OKOJIOYITHBIE CIFOHHEIE JKelle3bl TUPPY3HO YBEINYCHBI B pa3Mepax
(25 x 69 x 55 MM cmpaBa, cieBa 28 X 68 X 53 MM, MHOXXECTBEHHBIE 30HBI TTIOHUKCH-
HOW JKHJKOCTHOH IUTOTHOCTH C HEPOBHBIMH KOHTYpPaMH TUaMETpamMu 10 8§ X 9 MM
u 11 X 14 MM ¢ TeHIEHITUEH K CITUSHUIO, HATHIHME MEJIKUX KOHKPEMEHTOB); ITOYC-
JIOCTHBIE CITFOHHBIE XKeJle3bl aCHMMETPHUYHBI, CTPYKTYpa HeoqHopoaHa. B despaie,

9



M3BecTus BbICIMX y4eOHbIX 3aBeAEHWUN. [TOBOMKCKMI pernoH. MeavumHckmne Hayku. 2022, Ne 3

Mmapte u amnpene 2019 r. koHcynpTHpoBaHa B O0IaCTHOM OHKOJOTHYECKOM JAHC-
naHcepe T. [Ien3sl, OblT BBICTaBIICH JUArHO3: OMYyXO0JIb OKOJIOYIIHBIX CIIOHHBIX JKe-
ne3 6e3 MopQOIOTHIecKOil BepUpUKAIINHU, OIYyXOJb CIU3UCTON 00OJIOYKH TBEPIO-
ro Heba 0e3 MopdooTHUecKol BepuHUKaIii. beTo peKOMEHIOBaHO XHPYpTHIe-
CKOE JICUCHHE.

[To mamaeM Omoricuu ot 12.03.2019 Ne 2103—2105 — KpoBb, MEKYTOTHOE
BEIIECTBO, €AMHUYHBIE KJIETKHU IJIOCKOTO AMUTEIHSL.

MarHuTHO-pe30HaHCHasE TOMOTpadusi OKOJNOYIIHBIX CIIOHHBIX JKeJle3 OT
24.02.2019: xpoHHYECKHH CHAJIOaIEHUT OKOJIOYIIHBIX CIIOHHBIX JK€J€3, peaKTUB-
Hast TUMDageHONATHS.

MCKT oxonoymHbsIx ciaioHHBIX >kene3 oT 10.07.2019: MympTHKUCTO3HBIE
o0pa3zoBaHMsA 00EHX OKOJIOYIIHBIX CIIFOHHBIX jkese3. [IpaBas oxojoymiHasi CIIIOH-
Has xkene3a 36 X 61 X 59 MM ¢ MeNnKOOYyTPHUCTBIME KOHTYpaMmu. B cTpykType ma-
PEHXMMbI MHOXXECTBEHHbIE MOHOMOP(HBIE TMIIOCHCUBHbBIE KUCTO3HBIE 00pa3oBa-
HUsl oBoHTHOU opmbl OT 1 10 5 X 8 mMM. JleBas okoIOyIIHAS CITFOHHAsS JKenes3a
41 x 65 x 50 MM ¢ MenKOOyTrpHCTHIMH KOHTypaMu. B CTpyKType mapeHXHMBI
MHOXECTBEHHbIE MOHOMOP(}HBIE THIIOJICHCUBHBIE KHCTO3HbIE 00pa3oBaHus OT 1 110
9 x 10 mm.

B asrycre 2019 r. 6pa rocnuTanusnpoBana B kKIMHUKY [lepsoro MITMY
nmenn M. M. CedyeHoBa Ha 000OcCieIoBaHNE, T/ie ObLI BBICTABIICH auarHos: J[o0-
pOKadeCTBEHHOE HOBOOOpa30BaHUE JIEBOM OKOJOYIIHOM CIIOHHOHW >kene3bl. J{00-
pokadecTBEHHOE JuMQonponudepaTUBHOE MOPAKEHUE OKOJIOYIIHOW CIFOHHOM
JKEJe3bl CIIeBa W MaJlOW CITIOHHOH jKelle3bl TBepAOoro Heba. beuto mpoBemeHo orre-
paTuBHOE JICUEHHE — YAAJICHUE HOBOOOPA30BAHUS OKOJIOYIIHOM CIIIOHHOMN >KEJIe3bl
ot ceHts10ps 2019 r. [IpoBoaMIOCE UMMYHOTUCTOXUMHYECKOE HCCIEIOBaHUE HO-
BOOOpa30BaHUs OKOJOYLIHOM CIIOHHOHW >KeNe3bl. Jaxitoyenue: MOpHOMMMYHOTH-
CTOXMMHUYECKasi KapTHHA COOTBETCTBYeT cuHapoMy lllerpena. YoeauTenbHBIX qaH-
HBIX 32 JuM¢onpoiudepaTuBHOE 3a0oneBanne Her. [lanee manueHTKa Oblla KOH-
cynptipoBana B. . BacunbeBbiM, ipodeccopom, a.m.H. HUU Pemaronorun nme-
HU B. A. HaconoBoii. IToBTOpHO OCMOTpEHBI CTEKIa OHONTaTa OKOJIOYIIHBIX CIIOH-
HBIX JKeJie3 Ha MpeaMeT UCKIodeHus JuMpoMel. [Ipu mpoBeneHnu uMmyHOep-
MEHTHOTO aHaJIN3a BEIBJICHBI aHTHTEeNa K Ro/SS-A u La/SS-B simepHbIM aHTHTeHAM,
a Takke aHThHyKiIeapHbli (aktop (AH®D). KoHcympTHpoBaHa OQTaIBEMOJIOTOM,
mpoBoamics tecT Llupmepa (3 MM). BricTaBieH okOHUATENBLHBIA OuaeHo3: 00JIE3HD
Ierpena, xpoHuueckoe TeueHue. PekoMeH1oBaHa Teparusi pUTyKCUMaOOM.

CormnacHo MEIUIIMHCKONW JOKyMEHTAalWH MalUeHTKa He oOpaiianach 3a Me-
JUIIMHCKON TOMOINBIO B TEUEHHE ABYX JIET M T€palHi0O MOHOKIOHAJIBHBIMU aHTH-
TeJIaMH He MoJy4aja 110 HEU3BECTHOM MpUUYUHE.

B wmrone 2021 r. Oputa rocnuranusupoBana HUM Pesmaronorun umeHu
B. A. HacoHoBoIi B CBSI3U ¢ yXyauIeHHeM cocTostHus. [lanneHTky cranu 6ecrnoko-
UTh TOSBJICHHE IPUTEMATO3HBIX BBICHIIIAHWN Ha XOJOJE, YCYIyOMJIach CYXOCTh
CJIM3UCTBIX 000JIOUEK PTa U IJ1a3, IPUILyXaHHUE OKOJIOYIIHBIX CIIOHHBIX XKele3, 00-
JIE3HEHHOCTh B KOJICHHBIX cycTaBaxX. B xozme oOciemoBanusi Obula BBISBIICHA JIEH-
xonenus (3,3 x 10°/m), anTurena x Ro/SS-A (200 Ex/mi), peBMaToOUaHEIH (BaKTop
(43 ME/mn), AH® (HEp-2) (1/2560sp). Ilpu ynbTpa3ByKOBOM HCCICIOBAHUH
(Y3U) ciroHHBIX jKelle3 AUarHOCTHPOBaHO Mu((y3HO-HEOMHOPOIHAS CTPYKTypa
OKOJIOYLIHBIX M MOJUETIOCTHBIX CIIOHHBIX XeJie3. COCTOSIHHE TOCNe PEe3eKIUH
JIeBOH OKOJIOYIIHOM CIIOHHOM >kene3bl. [lomuenrocTHble nuM@aTHYeCKue Y3IIbI
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o 17 x 8,4 mm. [Ipu npoBenenun cuanorpaduu BISIBICHBI OBUTH PEHTTCHOJIOTH-
YecKHe MPHU3HAKH MMAapEeHXMMAaTO3HOr0 CHUajoajleHuTa crpaBa. Bemonxeno Y3U
KOJICHHBIX CYCTaBOB — YJBTPa3BYKOBEIC MPHU3HAKH CHHOBHTA JICBOI'O KOJICHHOTO
cycraBa. JleacuToMeTpusi, peHTreHorpadus KucTeil u crom 6e3 maronoruu. [lamm-
€HTKa KOHCYIFTHPOBaHa CTOMATOJIOTOM: B TIOJIOCTH pTa CIM3UCTass 000JI0YKa
0JIeITHO-PO30BOI0 IBETA, JOCTATOYHO YBIAKHEHA, MPU OMMAaHYyaIbHOM MacCaxe
CIIIOHA W3 TPOTOKOB JICBOHM CIIOHHOM >K€Je3bl BBIACIACTCS, U3 IIPOTOKOB MPaBOM
CIIFOHHOM JKene3bl — Karid. Hamuune cBOOOIHOM CtOHBI — Majo, nenucras. KoH-
CyImpTanis O(TaIBMOJIOTa: CyXOM KepaTOKOHBIOHKTHBHT, rurnonakpumus II1 cre-
nieHu, snutenronarus porosuls 11 crenenu. [NaruenTka OblIa BhINKMCaHA C TUArHO-
30M: Oosie3Hb [llerpeHa, XpoHHYECKOE TEUCHHUE, C TIOPAKSHUEM TJ1a3 (Cyxol Keparto-
KOHBIOHKTUBUT, Tunosiakpumus III crenenu, snutenuonarus porosuusl 11 crene-
HHU), JkeJe3 (MapeHXWMATO3HBIH CHANO0AJCHUT), TeMaTOJOTHYCCKAE HapYIICHUS
(nefikonieHnst), IMMYHOJIOTHYECKHe HapymieHus (aHTH-Ro/SS-A, P®), mosutus-
Hblii AH®. B cBsI3u ¢ BBIIIEU3I0KEHHBIM PEKOMEHIOBAaHA MAaTOTCHETUYECKAs Te-
panus: METHIIPEIHU30IIOH 4 MI/cyT HiMTeNnbHO, nukiopochan 200 Mr BHYTpU-
MEIIIeyHo 1 pas B Hemenmto, oOmuil TuApokcuxiIopaxul cyibdar 200 mr/cyT, mpo-
THBOOCTEOIIOPETHIECKAs TEPaITHsl.

Pe3yabTaTthl uccief0BaHUS U 00CYKAEHUS

Kak wu3BecTHO, MHOTHE peBMaTOJOrHYecKHe 3a0oyieBaHUS OYEHb YacTO
«MaCKUPYIOT» JPYTyIo NMaTosoruto. Y JaHHBIN KIMHUYECKUM clydail 3TO SIpKO Jie-
MoHcTpupyeT. [lanmenTka B Teuenne yetbipex jet (¢ 2015 mo 2019 r.) Habmrona-
Jach CHayana ¢ JUarHo30M «XpOHMYECKUH CHall0aCHUT HESICHOW STHOJIIOTHUI» 3a-
TeM, T0CJIe KOHCYJbTallUd OHKOJIOTa, JTWArHo3 ObuT TpaHcopmupoBaH B «Omy-
XOJIb OKOJIOYIIHBIX CIIOHHBIX jkeJe3 0e3 Mopdonornyeckoil BepUpHUKAIIUI.
B 2019 r. mocire noo6cnenoBanus B kinuauke [lepsoro MI'MY umenu U. M. Ce-
YeHOBa ObUI BBICTaBJIeH AMarto3 «JloOpokauecTBEHHOE HOBOOOpa30BaHHUE JIEBOM
OKOJIOYLIHOM CIIOHHOH >kene3bl. JloOpokauecTBeHHOE JIUMQOINponndepaTHBHOE
MOpaKeHUE OKOJIOYIIHOW CIFOHHOM >KeJie3bl CI€Ba M MaJlOd CIIFOHHOM Kele3bl
TBEpAOro HeOa» M B JAajbHEHIIEM IpOBeNeHAa CyOTOTaJbHAs MAPOTHIIKTOMHUS
CJIFOHHOH >KeJe3bl cjieBa B IUIOCKOCTH BETBEH JMLEBOrO HEpBA M yNaJIEHHE HOBO-
o0pazoBanus TBepAoro Heba. M mumrs Ha OCHOBaHUU MOP()OMMMYHOTUCTOXUMHYE-
CKOTO aHaJln3a HOBOOOpa30BaHUsl, TabOPATOPHBIX JIAHHBIX (AaHTUTENA K KOMITOHEH-
Ty SS-A (Ro), nozutuBublii AH®), koHcynpTanmu odranisMosnora OblT BBICTaBICH
nuarHo3: OonesHp lllerpeHa, XpoHHUECKoe TE€4EHHE, C MOPaXEHUEM Ifa3 (Cyxoi
KEpPaTOKOHBIOHKTUBUT, Trumnojakpumus Il cremenu), xene3 (mapeHXUMAaTO3HBIHA
CHaJIOaJICHUT), UMMYHOJIOTHYecKHe HapyuieHus (antu-Ro/SS-A, P®), mosutus-
HbIl AHO.

[Mozmuss sepudukarus Bl B maHHOM CiTydae CIIO)XKHO OTHECTH K KaTerOpUn
BpaueOHON HEOPEKHOCTH, MOCKOJIBbKY Ha CaMOM JleJie «MAacKy» ¢ JaHHOTro 3aboie-
BaHMS [0 COBPEMEHHBIM MPEICTABICHUSAM MOXKET CHATh HE TOJBHKO 3HaHHE Bpaya
MIEPBUYHOTO 3BEHA O JAHHOM PEAKOM 3a00JeBaHHWH, HO JOTOIHUTEIHHBIE METO/IbI
uccienoBanus (Hammuue aHTH-SSA/Ro u (nm) antu-SSB/La aHTHAIEPHBIX aHTH-
Ten Wik Mo3uTUBHBIE P® m AH®) n KOHCyNbTalMHM Y3KHUX CHEIHATACTOB (0d-
TaspMoJiora, cromarosora). Kak pesynsrar — no3ansas quarsoctuka bl B nanHOM
KJIMHUYECKOM MpHMEpe MPHUBEIa K MPOrPEecCUPOBAHHIO 3a00IeBaHUs U Y MAIEHT-
K1 e0I0THPOBAIM BHETJIAHIYJSPHbIE MPOSBICHHUA (CHHOBHUT JIEBOTO KOJEHHOTO
CyCTaBa).
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3akjaouenune

[o3nnsst nuarsocTuka Bl 1 HEcBoeBpeMeHHO HauaTasi Tepanusl yXy/IIIaoT
MPOTHO3 3a00JIEBaHUS M CIIOCOOCTBYIOT PAa3BUTHIO MHBAIMIUIUPYIOIINX OCIIOKHE-
Huil. B cBs3u ¢ 3TUM 0co00€ 3HaUeHHE MMEET paHHss Bepudukanus JaHHOTO 3a-
0oJeBaHMS, OCHOBBIBAIOMIASCS HAa 3HAHWU OCOOEHHOCTEH KIMHUKKA W BIAJCHUU
g depeHInaNbHO-TMaTHOCTUHYECKUMH HaBBIKAMH BpadaMHd ITIEPBUYHOTO 3BCHA
3IIpaBOOXPaHEHUS.
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