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N3un1060HYH MaKcaThI

KbIpro3cTanapik TaUeHTTEPANH KOTOPTYHArbl CUCTEMAaJIbIK CKIEPOAECPMUAHBIH KIMHUKAIBIK KaHa
MMMYHOJIOTHSUTBIK (PEHOTUIITEPHH U3HIIA00.

MartepuaJ ;kaHa MeTOMI0P

Wzunpneere Amepuka Pesmaronorus Komnemxuana (ACR, 2013) muarHOCTHKANBIK KpUTEpUAIEpUHE
koo OepreH cucreManyy ckiepoaepma (CCJI) nuarnosy menes, 2023 -KbpULIbIH Mal aiibiHaH 2024 -KbUTIbIH
WIONyHa YelnH akageMuk M.MuppaxumoB aTeiHAarsl YiayTtyk Kapanonorus sxana Tepamnus 6opOopyHyH
(YKTB) xknunukaceiaa napeiianran 60 Oeiitan kaMmTeuirad. bapasik 6elitantap cTaHAapTTyy KIMHHKAJIBIK,
na00paTOPHSUIBIK JKaHa acTIANTHIK U3III06JI6pA6H 6TTy. MUIACTTYY HHCTPYMEHTAIIBIK U3UIII06IIop:
aneKTpoKapanorpadus, sxokapauorpadus; Keq tajsaa KanwuLIpOCKONHSICH], TepHU(EePHsUIIBIK TaMbIPIapIbIH
noruteporpaduscel MereH Y 3U uznngee (Y3U), nuku opraniap/spH xaHa mieBpa kenaeiynyHn ¥Y3Hcu;
MYYHJIQpbIH PEHTTeHOTPaUsICHI; )KOHOKOU KOKYPOK PEHTTCHOTPa(HUACH, JKOTOPKY PE3OTIOLMSITYY
KOKYPOKTYH KommbioTepauk ToMorpadusicel (KT) sxana a3odaroracrpoayonenockomus (31 11C).

/KbIHBIHTBIKTAP KAHA TAIKYY

CCJI MeHeH 00pyraH KbIPTBI3CTaHIBIKTAPABIH MOMYJISIHACHIHIA OOPYHYH KIMHHKAIBIK KaHa
MMMYHOJIOTHSUIBIK KOPYHYIITOPYHYH NoauMopdu3Mu Oaiikainrad. YekTenreH Typy OedrantapaslH YITOH
oupunze (35%) keznemken, auddy3usuisik Typy Oefitantapasa 20%binaa Tabsuiran. CCJI kpocc-over
(dopmacsl (kabarrairyy cuaapomy) 43,3% yuayprnapaa quaruo3 korosras, HerusuaeH CCJJ sxana TKOK
(13,3%) aiixansimbsl MeHeH MyHe3neneT. CCLTHH BUCepanabIK KOPYHYIITOPY OeHTantapapiH 133PIUK
JKapbIMBbIH/IA OaiikairaH, keOYHYe HHTEPCTHIHAIIBIK o1ke oopycy (50%) OaiikanraH. Onke 0opyynapIbH
WYMHEH CHenn(UKAIBIK YMeC HHTEPCTUIHAIBIK THEBMOHUS KoOyHYe (63,3%) aHbIkTanran. ONKeHYH
aprepus runepToHuschiHbIH (OADY) enyrymy CCJIHbIH YeKTenreH TYpy MEHEH oopyran OeiTanrapaa
Oaiikairat (36,7%). M3uinee TooyHaa 72% ydypiapaa MMMYHOJIOTUSIIBIK Oy3yilyyJiapIblH Oalllka Juara3ony
anbIkTanrad. OOpyHYyH CenM(UKAIBIK HMMYHOJIOTHSJIBIK MapKepJIepUHIH HUUHEH aHTUIICHTPOMEPIUK
aHTutenonop kedbynue (30,6%), Oup a3 aspipaax - antu-Scl70 (11,1%) Tabsuiran. benruiei ketay Hepee,
47,2% yuypnapaa tadsuiran antu-Ul-snRNP anTutenonopy Overlap cunapomy MeHEeH oopyraH Oeiranrapaa
AHBIKTAJITaH.

Kopyrynny

CC/I MeHeH 00pyraH KbIpTBI3CTaHIBIKTAPABIH KOTOPTACHIH/IA KPOCCOBEP CHHAPOMYHYH JKOTOPKY
KBITHITHI (43,3%), OTIKOHYH HHTEPCTUIIMAIIBIK Oy3yJIyllly MeHEH BUCHepasIbIK kepyHyITep (50%) (50%)
JKaHa UMMYHOJIOTHSUIBIK OYy3yJlyyJapIblH ap KaHnai quamna3zony (72%) aHbIKTaJraH.
Herusru ce3mep: cucreMaibik CKepoaepMa, YekTenreH dhopma, nuddy3usuibik hopma, Kaitusiiail hopMa,
WHTEPCTUIHAJIBIK OTIK® 00PYCY, IMMYHOIIOTHSIIBIK OYy3yIyyiiap.
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The aim of the research

To study the clinical and immunological phenotypes of systemic scleroderma in a Kyrgyz cohort of
patients.

Material and methods
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The study included 60 patients with a definite diagnosis of systemic scleroderma (SSc),
meeting the diagnostic criteria of the American College of Rheumatology (ACR, 2013), treated at the
clinic of the National Center of Cardiology and Therapy (NCCT) named after academician M.
Mirrakhimov from May 2023 to July 2024. All patients underwent standard clinical, laboratory and
instrumental examinations. Mandatory instrumental studies included: electrocardiography,
echocardiography; wide-field capillaroscopy, ultrasound examination (ultrasound) with Doppler of
peripheral vessels; ultrasound of internal organs and pleural cavities; radiography of joints; plain
chest  radiography,  high-resolution  chest  computed tomography (HRCT) and
esophagogastroduodenoscopy (EGD).

Results and discussion

In the Kyrgyz population of patients with SSc, polymorphism of clinical and immunological
manifestations of the disease was observed. The limited form occurred in one third (35%) of patients, the
diffuse form was found in 20% of patients. The cross-over form (overlap syndrome) of SSc was diagnosed in
43.3% of cases, characterized mainly by a combination of SSc and SLE (13.3%). Visceral manifestations of
SSc occurred in almost half of the patients, mostly manifested by interstitial lung disease (50%).

Among the types of interstitial lung damage, nonspecific interstitial pneumonia was most often
detected (63.3%). The development of isolated pulmonary arterial hypertension (PAH) was observed in
patients with a limited form of SSc (36.7%). In the studied cohort, a different range of immunological
disorders was detected in 72% of cases. Of the specific immunological markers of the disease, anti-centromere
antibodies were most often detected (30.6%), somewhat less frequently - anti-Scl70 (11.1%). Of note was the
presence of positive anti-Ul-snRNP, diagnosed in patients with Overlap syndrome in 47.2% of cases.

Conclusion

In the Kyrgyz cohort of patients with SSD, a high frequency of crossover syndrome (43.3%), visceral
manifestations (50%), with interstitial lung damage (50%) and a different range of immunological disorders
(72%) were determined.

Key words: systemic scleroderma, limited form, diffuse form, cross form, interstitial lung disease,
immunological disorders.
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Pesrome

Cucremnas cknepoaepmust (CCJ) xapakTepusyeTcs HIMPOKUM CIIEKTPOM KITMHHKO-
MMMYHOJIOTHYECKHX MIPOSBICHUH U OTINYACTCS TOIUMOPHU3MOM TKECTH TEUEHUs ¥ IPOTHO3a 3a00JIeBaHMS.
CkiepoziepMUIecKuil po b ayTOAHTUTEN UMEIOT 3HaYCHUE KaK CEPOJIOTMUECKUI MapKep ONpeieIeHHbIX
knuHngYeckux peHorunoB CCJl, onpeaensomux He TOJIbKO XapaKkTep TeueHHs O0JIE3HU, HO U
MIPOrpecCUpOBaHNE MOPAXKEHNSI BHYTPEHHUX OPTraHOB U CUCTEM.

Hess ucciaenoBaHus — U3y4YUTh KIMHUKO-UMMYHOJIOTHYECKHE (PEHOTHITBI CUCTEMHOH CKIEPOJICPMUH
B KBIPTBI3CKOW KOTOPTE OOJBHBIX.

MarepuaJj 1 MeTOIbI

B uccnenoanue pximodeHo 60 ManueHToB ¢ JOCTOBEPHBIM JTMATHO30M CUCTEMHOM CKIIEPOJIEPMUHT
(CCJI), coOTBETCTBYIONINX AUATHOCTUIECKUM KPUTEPUSIM AMEPUKAaHCKOM Kosuternu peBmarosoros (ACR,
2013), nponeuennsix B knuHuke Hannonansnoro Llentpa kapauosnorun u tepanuu (HLIKuT) umenn
akajgemMuka M. Muppaxumona ¢ Mast 2023 o uroiis 2024rr. BeeM nareHTaM IpoBeIeHO OOLIEHPUHATOS
KIIMHAYECKOe, JJA00OPaTOPHOE U MHCTPYMEHTalIbHOE ucciieaoBanus. O0s3aTeNbHble HHCTPYMEHTAIBHBIC
MCCIIEIOBAHUS BKIIIOYAIH: SJIEKTPOKapauorpaduio, Ixo—Kapanorpaduio; IHUPOKOIOIbHYIO
KaIlTHIIISIPOCKOIINIO, YIbTPa3ByKoBoe nccienosanus (Y3U) ¢ pomrepom nepudepudeckux cocymos; Y3U
BHYTPEHHHX OPTraHOB M TUIEBPATbHBIX MOJIOCTEH; peHTreHorpaduu CycTaBoB; 0030pHON peHTreHorpadhuu
OpraHoB IPYJHOH KJIETKH, KOMIIBIOTEPHYIO TOMOTPaHI0 OPraHOB IPyIHON KIETKH BBICOKOTO Pa3peIleHHs
(KTBP) u 330(haroractpoyo1eHOCKOIIHIO.
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Pe3yabTaThl M 00CysKIeHHE

B xpipresckoii nonysiuuu 6onpHbIX CCI Habmaronancs nonuMopdu3M KITHMHUKO-UMMYHOJIOTHYECKIX
TposiBIIeHMi 3a0oeBanus. JlumutrpoBanHas ¢popma BcTpedanach y ogHo# TpeTH (35%) manneHToB,
muddysuyro hopmy umenn 20% oconbubIX. [Tepekpectras popma (Overlap-curapom) CCJI auarHocTupoBaHa
B 43,3% ciy4aes, xapakrepuzoBapimascs B ocHoBHOM couetanueM CCJl u CKB (13,3%). Bucuepanbabie
nposisnernst CCJl BcTpedanuch MOYTH Y MOJOBUHBI OOJIBHBIX, B OOJBIIEH CTETIEHH TPOSBUBIITUXCS
WHTEPCTUINATHFHBIM 3a00eBanneM jerkux (50%). Cpenu BapuaHTOB WHTEPCTUIIMATIHHOTO TOPAYKEHUS JISTKUX
yale BBISIBIISUIACH HeclennpruecKasi HHTepCTUIMaIbHas MHeBMOHUS (63,3%). PazBuTne u3onnpoBanHOR
JIAT nabmroganoch y manueHToB ¢ mumutapoanHoii popmoit CC/l (36,7%). B uccnexyemoit koroprte
Pa3IMYHBINA CIEKTP UMMYHOJIOTHYECKIX HapyIIeHui onpenemnsics B 72% ciaydaes. U3 crermduaecknx
MMMYHOJIOTHYECKHUX MapKepoB 3a00JieBaHHA Yallle Bcero 00HapyKMBaJINCh aHTULEHTPOMEPHBIE aHTUTENA
(30,6%), Heckonbko pexe — antu-Scl70 (11,1%). O6painano Ha ceOst BHUMaHUE HATMYHE TO3UTUBHBIX AHTH-
Ul-snRNP, muaraoctupoBansbix y nanuenToB ¢ Overlap-cuaapomom B 47,2% cirydaes.

3akia0ueHue

B keipreizckoii koropre 6onpHbIX ¢ CCJl onpenensnack BBICOKAs 4acTOTa MEPEKPECTHOIO CHHAPOMA
(43,3%), BucrepabHbIX TposiBiieHui (50%) ¢ HHTEPCTUIMATBLHBIM MOpaXeHHeM JIeTKuX (50%) v pa3THIHbIH
CIIEKTp UMMYHOJIOTUYECKUX HapyIieHuit (72%).

KuroueBsble c1oBa: cucTeMHas CKIEpOAepMUs, TUMATHPOBaHHAs GopMa, Tuddy3Has Gpopma, mepekpecTHas
¢dbopmMa, HHTEPCTUIIMAILHOE TOPaKeHUE JIETKUX, IMMYHOJIOTHUECKHE HAPYIICHUSI.

Beenenue

Cucremnas ckiepogepmust (CCJl) mnm mporpeccupyromuii CHCTEMHBIN CKIEPO3 — 3TO CHCTEMHOE
ayTOMMMYHHOE PEBMAaTHYECKOE 3a00JIeBaHUE C XapaKTEPHBIM MOPAKEHHUEM KOXKH, COCY/IOB, OTIOPHO-
JBUTATEILHOTO arapara i BHyTPEHHUX OPraHoB (JIETKUe, cep/lie, MUIIeBapUTENLHBIN TPAKT, TIOYKH), B
OCHOBE KOTOPOTO JIeXKaT HapyIICHUsI MUKPOIIUPKYJISIIIAA, BOCTIAJICHHE U reHepain3oBaHHbi Gudpos [1]. CCI
KJIacCU(UIMPYIOT Ha J1Ba TIOATUIIA B 3aBUCHMOCTH OT CTETICHH, BEIPAXKEHHOCTH U PacIIpOCTPAHEHHOCTH
(UOPO3HBIX KOXKHBIX H3MEHEHH: AU (Y3HBIA U OrpaHUYCHHBIN (JJTUMUTPOBAHHBIN) CUCTEMHBIH cKilepo3 [2].
Kak mpasuio, st CCJl xapakTepHO pa3BUTHE TOJIHMOPTAHHOTO OPAKEHUS C HEOIAarONPHUSITHBIM HCXOJIOM.
Wnrepcrunmanbubie 3a0oneBanus terkux (M3J1) mpu CCJl BcTpewaroTcs ropasio 4aiie, 4eM IpH Jpyrux
MMMYHOBOCIIAIUTENBHBIX peBMaTrueckux 3aboneBanusx (MBP3) u xapakrepusyercs TsDKEIBIM TCUCHHEM
[3,4]. U3JL, accommuupoBarnoe ¢ CCJl, 0OBIYHO BBISIBIISIETCS TIPX OOCIICJIOBAHNY TAIINEHTA Ha PAHHUX dTarax
MaHHU(ECTAINN TATOJIOTMYECKOr0 MPOIEcca WK ¢ ycTaHOBIeHHBIM auarao3oM CCJI, HO B psijie ciiydacs
MOYKET OBITh MEPBUYHBIM PU3HAKOM 3a00JIeBaHUS 0€3 XapaKTepHBIX KIMHUKO-UMMYHOJIOTHYECKUX
nposiBiieHuH. [1o TaHHBIM pa3NUHBIX UcciaenoBaHui pacrpoctpanénHocTs M3J1 y GonbabIX ¢ CCJL
orieHMBaeTcs Ha ypoBHe 35 % mnsa ctpad EBpomneiickoro kontuHenTa u 52 % mis CeBepHoit Amepuku [5]. B
OTJIeNbHBIX paboTtax, pacnpocrpanénnocts M3J1 y nanmenror CCJI, TMarHocTHPOBAaHHOTO KOMITBIOTEPHOM
tomorpaduu Beicokoro paspemenus (KTBP) cocrasnsina ot 50 1o 60%, 10 naHHBIM APYTHX HCCIENOBAHUMA —
6ouiee yem y 80 % NanMeHToOB, 3aHMMasi 2-€ MECTO IO YacTOTe, MOCIIe MopaXeHus nuiieBoa [6,7].
JduddysHast koxkHas CKIIEPOJIEPMUS], XapaKTEPU3YIOMIASICSl OOIIMUPHBIM MOPAKEHUEM KOKHOTO TIOKPOBA H
pacrpocTpaHeHHEM CKJIEpP03a KOKHU MPOKCUMaJIbHEE JIOKTEBOro Cruda, sBisercst hakTopoM pUCKa pa3BUTHS
W3J1 Ha paHHUX cTagusax O0oyie3HH. Y MaMeHToB ¢ TMMUTHpoBaHHOH Gopmoit CC/l BoBiIeUeHNE KOKH
(ckI1epo3) 0OBIYHO OrpPaHHMYMBAETCS JUCTATLHBIM OTAEIOM KHCTEH U CTOII, JIMIIOM M MEHEee CKIIOHHO K
pasButrio M3JI. OnHako Kak NOKa3bIBAIOT AaHHBIE HEKOTOPBIX HCCIEAOBAHUN CYIIECTBYET ONpeAeIeHHAas
3aKOHOMepHOCTH pa3BuTus M3JI Ha pa3HbIX dTanax MaHu(ecTauy KIMHIYECKHX CHMIITOMOB
nporpeccupoBanus Tedenns 3aboneBanus [8]. K ¢akropam prcka passutus win nporpeccuposanus U3J1y
nanuenToB CCJ] oTHOCAT My cKoit o, muddys3Hyro Gopmy 1 JUTMTENbHYIO akTUBHOCTB [9-11]. OcHOBHas
npuurHa JetaapHoro ucxona npu CCJ B 55% cnydaeB cBsizaHa ¢ HeoOpaTuMbIMu (PUOPO3HBIMH
WU3MEHEHUSIMH KH3HEHHO BKHBIX OPraHoB (cepille, MOYKH, JIETKUe), U3 HUX Ha J0JII0 UHTEPCTUIIHATBHOTO
aerouHoro ¢guodposza npuxomurcs 19% [12,13].

ITpu CCJI oOHapyXuBaeTCst MIMPOKHIA CTIEKTp crenuduyeckux ayroanturel (aytoAT), koTopbie
ACCOIMHPYIOTCS C OTNPEICTICHHBIMU KIMHUYECKUMHU TIPOSIBIICHUSIMH, OJTHAKO TTATOTEHETUIECKAs! POJTb ATHX
AQHTHUTEJl HEJOCTAaTOUHO JoKa3zaHa. Hannuue anTuanepHsix antuten (AHA) siBiseTcst OTIMYUTENbHOM YepToi
CC/1, koTOpbIe BBISIBISIOTCS Y TIOJIABIISIONIETO OONBIIMHCTBA (MIPHOIM3NTENBHO Y 95%) nanmenTtos [14]. B
HacToslee BpeMs 0co0oe BHUMaHKe yJieNsieTcs yayqimennto oroopa nanueHToB ¢ CCJL 1uist KITMHUYECKUX
MCCIIeIOBaHUH Ha OCHOBE CTPAaTETUi CTpaTU(PHUKALINH, COYETAIOIINX CTENEHb MOPAKEHHUsI BHYTPEHHUX
OpTaHoB C OMPEAEIIEHHBIMH CepOIOTHYecKUMH TTposieieHusMHu [15]. B nuarnoctuke CCJ] cormacHo
kinaccupuxannoHueiM Kputepusim ACR/EULAR (2013), 3HaunTenbHy 0 poJib IPUAAIOT PAHHUM KIIMHUKO-
UMMYHOJIOTUYECKIM TIPOSIBICHUSM — CIIEPOJIAKTHINY, (peHOMeHY PeitHo u cnienmpuueckum aytoAT (aHTH-
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Scl70, antunienrpomepusm antutenam-ALIA, PHK-onmumepase 11).

[Iporno3 3aboneBanus TPYAHO MpeACKa3aTh U3-3a KIMHUYECKON U CEPOJIOrUIECKOM reTepOreHHOCTH
CCU. Tem He MeHee, ot parrei mo ycranoBineaHor CCJl, ayToAT, accoruupoBaHHbIC ¢ TaHHBIM
peBMaTHYECKUM 3a00JI€BaHUEM, HCTIONB3YIOTCS B Ka4eCTBE MHANKATOPA B IUArHOCTHKE, IPOTHO3UPOBAHUN
MOPaKeHHS )KU3HEHHO BaKHBIX OPTaHOB, OMPEACICHUH MMPOTHO3a U NPUHATHN CTPATETUH B MOJI00pE Teparuu
[16].

Henb vccienoBanus — H3yYUTh KIMHUKO-UMMYHOJIOTHYECKHE (PEHOTHUITHI CHCTEMHOW CKIIEPOIEPMHH
B KBIPTBI3CKON KOTOpTE OOIBHBIX.

Marepuaj u MeToAbI

OcHoBy uccnenoBanus coctapmiy 60 manueHToB ¢ 10cToBepHBIM nuarnozom CCJI,
cootBetcTBytonux kputrepusim ACR/EULAR (2013) [17], nponeuennbix B kimauke HIIKuT ¢ mas 2023 mo
utostb 2024 rr. Bcem manmenTaM MpoBeACHO OOMETPHHSITOS KITMHUYIECKOE, Ta00paTOpHOE H
WHCTPyMEHTaIbHOE HccenoBanms. O0s3aTebHbIe MHCTPYMEHTAIBHBIE HCCIISTOBAHHS BKITFOYAIIH:
3NEKTPOKapaAuorpaduio, IXo—Kapauorpapuo; IUPOKOIONbHYO KaTMLIIPOCKOIHUIO, YIbTPa3ByKOBOE
uccienoBanus (Y3U) ¢ nomtepom nepudepudeckux cocyaoB; ¥Y3W BHyTPEHHUX OPTaHOB U IJIEBPATbHBIX
MOJIOCTEH; PEHTIeHOTpaH CyCTaBOB; 0030pHOM peHTTeHOTpaduy OPTaHOB IPYAHON KIETKH, KOMIIBIOTEPHYTO
TOMOTrpario0 OPraHoB TPYAHON KieTku Beicokoro paspemienus: (KTBP) u a30daroractpoayoneHockomnumio
Briuo).

s onenku uMmyHosiorudeckoit aktusHocTu CCJl onpenensics ypoBeHb KOMIIOHEHTOB
komrieMenTa C3- u C4 meToioM nMMyHOHedenmomMeTprueckoro aHanusa. BeisiBnenne AHA k
Pa3IMYHBIM KOMIIOHEHTaM siapa Ha kjetoyHou tuHuu HEp2 nmpoBoamnock MeTOnOM HenpsiMOM
UMMYHOQITIOOPECIICHIINH, C pa3BeJCHIUEM CHIBOPOTKU KpOBH 00JbHBIX Oosee yem 1:320.
CKpPUHUHTOBOE HMMYHOJIOTUYECKOE HCCIEeAOBAHUE C TIOMOIIbI0 UMMyHOON0Ta «JIMA-Max 17»
JUISL BRISIBIIEHMS crienupuIeckux anTutel, accoruupoBaibix ¢ CCJI (antu-Scl70, AITA u antu-PM/Scl)
o610 IpoBeieHo Tobko 50 (83,33%) GonpHBIM U3 60.

AxtuBHocTh CCJ] olieHMBaNach COTacHO KputepusM EBponeiickoii rpymisl uccienoBareneit (2004)
[18].

CrarucTrueckast 00paboTKa JaHHBIX POBOAMIIACKH IPH TOMOIIH ITporpaMMsr Statistica 8.0 (Statsoft;
CILA). ITpuMensnuck METOABI ONUCATENbHON CTaTUCTUKU. KonuecTBeHHbIE IepeMEHHBIE C
MapaMeTPUUYECKUM pacrpeielieHHeM MpeicTaBieHbl B Buae M+SD. [lepemMenHbIe ¢ HemapaMeTpHUECKUM
pacrpee/icHUeM MPEICTABICHbI B BUJIE MEIUaHbl C HHTEPKBAPTUIIBHBIM HHTEpBalioM [25%; 75%
TIEPLEHTHIIHN |.

PesyabTaTsl

B uccnenopanue 0bu10 BKIrOueHO 60 60bHBIX CCJI, mocnenoBatensHo noctymnapmux B HIIKuT ¢
stuBapsi 2003 o uroiib 2004 rr. [TomaBisiomiee OOMBIIMHCTBO OOIBHBIX OBLIH MAIMEHTHI )KEHCKOTO 10JIa —
86,7% (52 u3 60), mostooro Bo3pacra (37+17 ner), NperuMyIIeCTBEHHO KBIPTBI3CKOM HAIIMOHATIBHOCTH
(93,3%), Tabi. 1. B ocHoBHOM 3TO ObLIH MAMEHTHI ¢ XpoHudeckuM (31 nm 51,7%) u momocTpbiM
Bapuantamu tedenus (23 wim 38,3%). Cpoku ot nedrora CCJl 10 BepudHKauy [ruardo3a COCTaBUIH OT 8
MecsueB 10 14 ner.

JImmutupoBannyto popmy CCJI umenn 21 (35%) naument, auddy3nyro — 12 (20%) u mepekpecTHyIO
(overlap-curmpom) — 26 (43,3%). Iepexpectras hopma CCJI xapakTepru30Bagach COUETaHUEM ¢ CHCTEMHOM
kpacHoii Bomuankoii (CKB) —y 8 (13,3%), 6onesnsto lerpena —y 4 (6,7%), peBMaTouIHbIM apTPUTOM — Yy 3
(5%) u nepmaromuozurom —y 2 (3,3%).

Ta6muua 1. Xapakrepucruka narmerrosu ¢ CCJ1 (n=60)

ITapameTpsI 3HaveHHe

Cpenumii Bo3pacT, rojabl, M+SD 3717

HarmoHamsHOCTh: KbIPTHI3EI/APYTHE a3uathl, eBporeons, N (%) | 56 (93,3%) /3 (5%)/1 (1,6%)

Mo, My>x4uHbI/KeHIHHBL, N (%0) 8 (13,3)/52 (86,7)

CpenHsist TPOJO/DKUTEIBHOCTD 3a00eBaHus (Mecsibl), M+SD 84+67,12

®dopwma 3aboseBanus, n (%)
® JIMMHUTUPOBaHHAs 21 (35)
o uddysHas 12 (20)
e nepekpectHas (overlap-cunnpom) 26 (43,3)
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e  IOBEHUIIbHAS 1(1,7)
Teuenwne 3a6omeBanus, N (%)

e ocTpoe 6 (10)

®  [OJ0CTPOE 23 (38,3)

®  XPOHHYECKOE 31 (51,7)
NmmyHonoruyeckue HapytieHus, n (%) 36 (72) u3 50 obce10BaHHBIX

e antu-Scl70 4(11,1) u3 36

o AIIA 11 (30,6) u3 36

o antu-Ul-snRNP 17 (47,2) u3 36

e antu-PM/Scl 4 (11,1) u3 36

[Ipumeuanue: ALIA — aHTULIEHTPOMEpHBIE aHTUTEIA.

PaznuuHple IMMYHOJIOTHYECKHE HApYIIEHUS ONpeAessuInch B 72% ciydaen. U3 cnenuduyueckux
MMMYHOJIOTHYECKHX MapKepoB 3a0oseBanus vaie BeisiBsuuch ALIA — y 30,6%, B 1Ba pa3a MeHblle aHTU-
Scl70 —y 11,1% 6onbubIx. Ob0parmano Ha cebst BHUMaHue Hanndue mo3uTuBHBIX aHTH-UI-SNRNP, koTopbIe
BCTPEYAITHCH MOYTH Yy TOJOBHHBI 60bHBIX ¢ Overlap-cunapomom (47,2%).

Kmuanaeckne kapruaa CCJl BkIrO9ana mmpoKknuid CIIEKTP MPOSBICHAN U OTINYAach
NOTMMOP(HU3MOM KaK B OTHOIIEHHH CUMIITOMATHKH, TaK U TSXKECTH TeueHus Oone3nu. Ha pucynkax 1-3
IpeACTaBIeHa KOXKHO-CyCTaBHAasl aToOJIOTUs B HAaOIr01aeMoil Koropre 00JIbHBIX. Y BCEX MAlMEHTOB
JUarHOCTHPOBaH (heHOMEH PeitHO METO0M MHUPOKOMOIFHON KaMILIIPOCKONHH. MeHee 9acTo
00HapYKUBAJNCh AUTHTANbHBIC pyOUUKH U TUTUTaIbHBIE HEKPO3bI (57,8% 1 21,1% cOOTBETCTBEHHO).
[lopaxenue cycTaBoB HaOJIIOAaNOCh Y OAHOM TpeTu 60mbHBIX (y 18 mmun 30%). C Gosnbliel yacToToi
BBISIBIISUICS HE 3po3uBHBIN apTpuT (y 11 mmm 61,1%), pexe — ocreonus (y 5 nim 27,8%).

Puc.1. Ilarmmentka ¢ CCJ/] (ocTeonu3 nuCTambHBIX (aliaHr)

Puc.2. IManuentka ¢ Overlap cunapomom (CCJL +CKB)

Puc.3. IlarmmenTka ¢ CCJ] (KambIIiHO3 MATKUX TKaHEH)
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Bucniepanbable MpOSBICHUS B HMCCIIEIYyEeMOW KOTOPTE ONPEACSUIMCH MOYTH Y IOJIOBHHBI
naiuenToB. Tak, M3JI crpamamu 30 (50%) OONBHBIX, XapaKTEpU30BaBLUIUMCS B OCHOBHOM
PETUKYJISAPHBIMU U3MEHEHUSMHU NApEeHXUMBbI JIETKUX 10 THIY «MaToBoro crekia» (57,9%). B To xe
BpeMs BbIpa)KEHHBIE JIErOYHbIE (PHUOPO3HbIE U3MEHEHHsI ¢ (POPMUPOBAHUEM «COTOBOTO JIETKOT0» IO
nanHeiM  KTBP  guarHoctupoBanbl Oojee uyeM y Tpetu mnauueHtoB (42,1%). Passurtue
U30JIMPOBAaHHOM JierouHod aptepuanbHoil rumneprensuu (JIAI) B 36,7% ciydyaeB Habmoganoch
NPEUMYIIECTBEHHO Y MaMEHTOB ¢ TUMUTHpoBaHHOU (popmoit CCJl, B 1Ba pa3a MEHBIIIE BHISBIISIACH
Bropuunas JIAI' (15,8%) chopmupoBaBiiascs BCIEACTBUE TSHKEIOTO TEYEHUS HECTeUU(UIECKOi
uHTepcTuimanbHoi muesmonuu (HCUIT).

[lopaxenue xemynouHo-kumeuHoro Ttpakta (KKT) mnposBiassioch NperMMyIIECTBEHHO
runoronuei numesoaa (y 18 wiu 90%), B Buae uzxoru u aucharun. B HeOonbiioM mporeHTe
ciay4yaeB HaOmojanoch BoBieueHue cepama uo mouek (16,7% wu 18,3% coOOTBETCTBEHHO),
XapakTepU30BaBIIMMUCS B  OCHOBHOM  HapylIEHUsAMHM pHUTMa CepAlla M XPOHUYECKOM
CKJIEpOJICPMUIECKOI He(hpomaTHEN.

Tabauua 2. Xapakrepuctuka knuHnueckux nposisiaeHuit CCJI (n=60)

Iloxa3aTeasn 3HaueHue
IMopaxxenue koxwu, N (%): 37 (61,7) u3 60
= CcKIepeaeMa 7 (18,9) u3 37
"  CKJIEPOJAKTHIUA 13 (35,1) u3 37
*  HHIyparus 9(24,3) u3 37
"  TEJICHarHOdKTa3UH 8 (21,6) uz 37
[Mopaxenue cocymos, N (%): 19 (31,7) u3 60
®  JUTUTaJbHbIC PYOUHKH 11(57,8) u3 19
®  JIUTUTAIbHBIE HEKPO3bI 421,13 19
= TpodHUUECKHUE S3BHI 421,1H)u3 19
IMopaxenue sierkux, N (%): 30 (50) u3 60
= U3 19 (63,3) u3 30

- “maroBoe CTeKI0”

- “coroBoe ynerkoe”
=  mepBUYHAS (M30aupoBanHas) JIAT
= propuuHas JIAT'

11 (57,9%) u3 19
8 (42,1%) w3 19
11 (36,7%) u3 30
3(15,8%) u3 19

IMopaxxenue cycraBos, N (%):
*  aprpur
*  ocreonus
= aprponarus JKaxy

18 (30) u3 60
11(61,1) us 18
5(27.8) u3 18
2(11,1) u3 18

Iopaxenue XKT, n (%):
®  TUNOTOHHMS MUIICBOAA
= 3pOo3uBHBIA 330(aruT

20 (33,3) u3 60
18 (90) u3 20
2 (10) u3 20
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Iopaxenwue cepana, n (%): 10 (16,7)
= XXDBC 6 (60) u3 10
= HIIT 2(20)u3 10
= CH 2(20) u3 10
Iopaxenue mouek, N (%): 11 (18,3)
= XBIICl 6 (54,5 m3 11
» XBIIC2 2(18,2) us 11
= XBIIC3 2(18,2)m3 11
= XBII C4 1(9,)ms 11

IIpumeuanue: KKT — xenmynouno-kumeunsiit TpakT, XKOC — xxenyaoukoBas sakctpacucronus, M3JI —
MHTepCcTUIMaIbHOE 3a0oneBanue jerkux, HIIT — HamkenynoukoBast napokcu3MaibHas Taxukapaus, JIAT —
JeroyHas aprepuanbHas rureprensus, CH — cepmeunas HemoctaTouHOCTh, XbII — XpoHndeckas 001e3Hb
TOYeK.

Oobcy:kaenne

Kimandgeckas kaptura CCJ] BKITIO9aeT MHAPOKHUI CIIEKTpP MPOSBICHUHA U OTIMYAETCS MOTUMOP(HU3MOM
KaK B OTHOIIEHWH CUMIITOMATHKH, TaK U TSDKECTH M ITPOTHO3a 3a00JIeBaHus. Y CTaHOBJICHO, UTO
ckiepoaepMuueckuii npoduinb ayToAT UMEIOT 3HaAYCHNE KaK CEPOJIOTUIECKUE MapKephl ONPeACICHHBIX
KJIMHAYECKUX (DEHOTHIIOB, a pa3IMYHbIe KIMHUKO-UMMYHoJorndeckue ¢penorursl CCJL pa3nnyaroTcs mno
YaCTOTE U BBIPAKEHHOCTH MPOSBICHUI 3a00JI€BaHus, IPOTPECCUPOBAHUIO MTOPAXKEHHUSI BHYTPEHHUX OPTraHOB U
nporuosy [19-22].

Criettu¢pmansie st CCLl ayToAT mosBISIOTCS HA CaMOM paHHEM 3Tare, 10 (HOpMUPOBaHUS
pa3BepHYTON KIMHUYECKOW KapTUHBI 00JIE3HH, TIOATOMY WH(POPMATUBHBI IPH JOKIMHUYECKOH CTa UK
oonesnu. s CCJl xapakTepHO Haauuue y 00IBHOTO oJHOro cnenuduunoro ayroAT, umeroriero
OTIpeIeNICHHYIO KITMHIUYECKYI0 popMy (TuMuTHpOBaHHas, 1 y3Has U T.1.), KOTOpOe coXpaHsIeTcs Ha
NPOTSHKEHUU Bcero 3abonieBanus [23-26]. PaHHss TuarHoCcTHKA MO3BOJISIET CBOEBPEMEHHO YCTAHOBUTD
JIMarHo3 ¥ HayaTh CBOEBPEMEHHYIO MTaTOT€HEeTHYECKYI0 Tepanuio [19].

B nacrosimem nccnenoBaHny Ha HEOOJBIIONH KOTropTe OOJBHBIX BBIEICHB HEKOTOPhIE OCOOCHHOCTH
KIMHUKO-UMMyHostorndeckux penorunoB CCJl. Tak, numutupoBanHas Gpopma 3a00sieBaHHs ONPEeIsiach y
onHoit Tpetu (35%) narueHToB, Toraa kak auddysnyto popmy umenu eero 20% O6onbHbIX. OOpalano Ha
ce0s1 BHUMaHHe HAJIM4ue MePeKpecTHON (OPMBI TOYTH y IOJIOBUHBI HaOM0AaBIIMXCsl 00IbHBIX (43,3%),
KOTOpasi B OOJILIIIMHCTBE cllyuaeB XxapakTepusoBanack couetanneM CCJ] u CKB (13,3%). [Tonydenubie
MOKa3aTeNy NPEBBIIIAIOT Pe3yIbTaThl APYTHX HCCIEAOBAHHUHN, B KOTOPBIX ja0iist Overlap-ciHIpOMOB
npubnmwkaercs k 20-30% [27,28]. BeposaTHo, BeICOKast 4acTOTa NEPEeKPeCTHHIX (OPM B HALLEH MOITyJISIUN
OOJIBHBIX CBSI3aHA C OCOOEHHOCTAMH T€HETHUECKOH MPEeAPACIOI0KEHHOCTH U BHEIIHE CPEOBBIMU
¢daxropamu. M3eectHo, uto Overlap-cunapomsl ipu CCJl acconuupoBaHbl ¢ 00Jiee TSHKEIBIM TCUSHUEM U
BBICOKOH 4acTOTOM MOpaXXECHUsI BHYTPEHHUX OpPraHoB [29].

[NopakeHue JIErKuX SBISETCS OJJHAM U3 CAMBIX YaCTBIX BUCIEPAILHBIX MposiBiieHH y 60sbHBIX CCJJ
u BcTpeyaercs Oosnee yeM y 80 % manmeHToB, 3aHUMast 2-€ MECTO II0 YaCTOTE MOCIIe HOPAKEHUS TUILIEBOIa
[30,31]. U3J1 mpu CCJ] BcTpeuarotes yaiie, 4yeM npu Apyrux BP3 u xapaktepusyercs 6oee TsKeIbiM
TedeHueM [7,32]. OCHOBHbIMM BapHaHTaMU MOpakeHus pecniupaTopHoit cructeMsl ipu CCJl sBmsttoTCS
UHTepCTUIMaNbHbIe THEBMOHUM M JIAT [33,34]. B Hamel koropre BucuepanbHble nposisieHus CCJJ
BCTPEYaJIMCh TIOUTH Y MOJIOBUHBI OONBHBIX U B Oonbineil crenenu oHu nposiBistmucs M3J1 (50%). Cpenn
BapHAHTOB HHTEPCTUIIMANBHOTO MOpayKeHMs JieTkux varie Bcrpedarac HCUIT (63,3%),
xapakTtepu3oBasiiascs 1o 1aHHbIM KTBP peTukyisipHeIME H3MEHEHUSIMH JIETOYHOM TKaHH 10 TUITY
«MaTOBOTO CTEKJIa» M «COTOBOTO Jerkoro» (57,9% u 42,1% coorBercTBenHO). OOpamano Ha ceOst BHUMaHUE
passutue m3onupoanHou JIAI" (36,7%), B OCHOBHOM y HaIfeHTOB ¢ TuMuTHpoBanHO# dhopmoit CCJI, B 1Ba
pasa MeHblle BbIsBIsUIack BropuuHas JIAL (15,8%) chhopmupoBaBiiascs BClieACTBUE TSHKEIOTO TEUESHUS
HCUIL

Oco6oe 3naueHue umeet accouuaiust CCJl ¢ takumu cniennduyeckumu AT, kak ALIA, AT k T0 -
nousomepase-1 (antu-Scl-70). Hanmpumep, Hammune antu-Scl-70 accouuupyercs ¢ BoiIcokuM puckom M3J1
OBICTPOITPOTrPECCUPYIOLIETO TEUSHHS, TOTa KaK pu oOHapyxeHuu ALIA BepostHOCTh passutust U3JI mpu
CC/Jl camxkaercs B HecKoibKo pa3 [30,32,34].

B nccnenyeMoil koropte paznuuHbIi CIEKTP IMMYHOJIOTHYECKUX HapyLIEHUH onpeaensics B 72%
ciy4aeB. M3 cienupuuecknx MMMYHOJIOTHYECKHX MapKepoB 3a0oneBanus vaie BoisiBisutinch ALIA (30,6%),
HeCcKopKo peke — antu-Scl70 (11,1%). O6pamano Ha cebst BHUMaHWE HaJHYHe MO3UTUBHBIX aHTH-U |-
SNRNP, koTopbIe BCTpeyallich MOYTH Y TIOJIOBUHBI 00bHBIX ¢ Overlap-cunapomom (47,2%).
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Takum 06pa3omM, Hallle HCCIIETOBAHNE BBISIBIIIO Pl OCOOEHHOCTEH KIIMHUKO-UMMYHOJIOTHYECKUX

¢enotunoB CCJ] B KBIPrBI3CKOM KOTOpTE OOJBHBIX, XapaKTEPU3YIOIIHNXCA BEICOKOH yacToToit Overlap-
cUH/IpOMa, OoJee TSHKETBIM TTOpaKEHUEM JIETKHUX U crierududecknm mpoguinem ayToAT.

3akiaouenue

B kbiprei3ckoii koropre 6onpHbIX ¢ CCJ onpenensieTcs: BbICOKas 4acToTa MepeKpECTHOIO CHHAPOMA
(43,3%), BucriepasibHbiX TposiBieHui (50%) ¢ HHTEPCTUIMATBEHBIM MTOpaXeHHeM JerKux (50%) v pa3THIHbIH
CIEKTP IMMYHOJIOTHYECKUX HapymeHu# (72%).
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