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Mpochunp ayToanTuTen
NPU CUCTEMHOW CKNEPOLEPMUM

CraposoiToBa M.H., lecunosa 0.B., Konesa 0.A., OBcsinHukoBa 0.b.,
Aneknepos P.T., Yepkacosa M.B., Anekcanpgposa E.H., Ananbesa JL.IN.

Ilenb — omnpejiesieHUe YaCTOThI BbISIBIEHUS ayTOAHTUTEN B KOTOPTE POCCUMCKUX MALIMEHTOB C CUCTEMHOI CKJIEPO-
nepmueit (CCJD), udyyeHue KIMHUYECKUX aCCOLIMAllMiA BbISIBJICHHbBIX aHTUTE.

Marepuan u metonsl. C 2012 1o 2015 . B ucciienopanue 6110 BKIOUEHO 300 60JbHBIX (58 My>XUUH U 242 XeHUIu-
HbI), cooTBeTCTBYIONIMX KputepusiMm CCJ] AMepruKaHCKOI KOJIJIETMY PeBMaTOIOroB / EBporieiicKoit aHTUpeBMaTH -
yeckoii nurn (ACR/EULAR). BeeM maivieHTaM MpoBOIMIOCh UMMYHOJIOTHYECKOE 00CIeIOBaHKE, BKITIOUAIOIIee
orpe/esieHe aHTUHYKJIEAPHbIX aHTUTEN, aHTUTEN K ToronzomMepase I (antu-Scl-70), k ueHrpomepam (ALIA), K pu-
oonykieonporenHam (antu-UI-PHIT), k pubonykneonpotrease I (antu-PHKIT I1T).

PesyasraTsl u o0cyxaenue. [Tonassiioniee G0IbITMHCTBO GOJBHBIX ObLTN KEHCKOTO T10J1a, CPEHEro BO3pacTa,

C YMEpEeHHOU [UTMUTEeJIbHOCTBIO 3a0oseBanusl. [Ipeobiianaiy maieHThl ¢ TMMUTUPOBaHHOU dhopmoii (55,3%), 37,4%
60bHBIX UMesn Tuddy3Hylo, 5,9% — nepekpectHyto (overlap-cuHapom); <1% — BUCIEpAIbHYIO U IOBEHWIBHYIO
dopmbr CCJI. Y nomasisitoniero 6osbinnHcTBa (83,8%) maiveHToB OOHApYKeH aHTHMHYKJIeapHbIi dakrop. Hanbo-
siee yacto u3 CCJl-accounMrpoBaHHBIX aHTUTEN (MPUOIU3UTENBHO Y TIOJOBUHBI MAIIMEHTOB) ObLIU BbISIBJIEHbI AHTH -
Scl-70. ALLA umenu mecto b y 44 (14,6%) naumenTtoB. CouetaHue mo3utuBHocTy 1o ALIA 1 anTu-Scl-70 6610
OTMEYEHO Y TpeX IMaiueHToB ¢ JuMuTrupoBaHHoit CCJI, B TOM 4yucie y OQHOI — ¢ paHHel hopmoit 3a00ieBaHMSI.
[MosutusHbiMU 110 aHTH-UI-PHIT 66111 26 GombHBIX. Cpei HUX Mpeodianaiv MalueHThl ¢ TMMUTUPOBAHHON

u niepekpectHoit popmamu CC/I. Antu-PHKIT 111 o6HapykuBanuch B 5,5% ciiyyaeB, MPEVMYILIECTBEHHO B TPYIIIEe
MalueHToB ¢ JuMUTUpoBaHHO hopmoit CC/I; B 0HOM cllydae OHU BbISIBJIEHBI Y 001bHOTO ¢ 1U(dY3HBIM MOpaxe-
HHMEM KOXU 1 BbIPaXXEHHBIM MHTEPCTUITMATLHBIM TIOpaskeHUeM JIeTKuX. [TopaskeHusI MoveK B IAHHOM IpyIIiTe Mmalm-
€HTOB HE OTMEYasoCh.

3akimoyenne. OCOOEHHOCTSIMU POCCUIICKOI KOTOPTHI SIBJISTIOTCSI Tipeobiananue TuMuTupoBanHoi opmbr CCJL

U yacroe BbisiBIeHUe aHTU-Scl-70 kak rnpu nuddysHoi, Tak u npu JumutupoBaHHoi dopme CCI; oTcyTcTBUE
koppessiuit aHTu-Scl-70 ¢ ObICTPBIM MPOTrPECCUPOBAHMUEM MTATOJOTMUECKOTO Tpoliecca, MaToJorueil noyex.
KiroueBbie ciioBa: cucteMHas CKJIepoaepMust; TMMUTUpoBaHHas hopma; nuddysHas popma; ayroaHTUTENA; acCO-
LAALUN.

Jlna ceviku: CrapooiitoBa MH, lecunoBa OB, Konesa OA u nip. [Tpoduiis ayroaHTUTEN TTPU CUCTEMHOM CKJIepO-
nepmuun. HayaHo-nipaktudeckast peBmartosiorust. 2016;54(4):418-423.

PROFILE OF AUTOANTIBODIES IN SYSTEMIC SCLEROSIS
Starovoitova M.N., Desinova O.V., Koneva O.A., Ovsyannikova O.B.,
Alekperov R.T., Cherkasova M.V., Aleksandrova E.N., Ananyeva L.P.

Objective: to estimate frequency of autoantibodies in a cohort of Russian patients with systemic sclerosis (SS) and to
investigate clinical associations of these autoantibodies.

Subjects and methods. In 2012 to 2015, the investigation enrolled 300 patients (58 men and 242 women) who fulfilled
the American College of Rheumatology/European League Against Rheumatism (ACR/EULAR) SS criteria. All
patients underwent immunological examination including determination of antinuclear antibodies, anti-topoiso-
merase I (anti-Scl-70) antibodies, anti-centromere antibodies (ACA), anti-U1-ribonucleoprotein antibodies (anti-U1
RNP), and anti-RNP III antibodies.

Results and discussion. The vast majority of patients were middle-aged females with moderate disease duration.
There was a preponderance of patients with limited cutaneous form (55.3%); 37.4% patients had diffuse SS; 5.9%
had overlap syndrome; and <1% had visceral and juvenile SS. The vast majority (83.8%) of patients were found to
have antinuclear factor. Among the SS-associated antibodies, anti-Scl-70 were most common and were revealed in
approximately one-half of the patients. ACA was present in only 44 (14.6%) patients. There was a combination of
positivity for ACA and anti-Scl-70 antibodies in 3 patients with limited cutaneous SS, including one with an early
form of the disease. 26 patients had anti-U1 RNP antibodies. Among them, there was a preponderance of patients
with limited cutaneous SS and overlap syndrome. Anti-RNP III antibodies were found in 5.5% of cases, mainly in
those with limited cutaneous SS; these were observed in one patient with diffuse SS and interstitial lung disease. No
kidney injury was seen in this patient group.

Conclusion. The characteristics of the Russian cohort are the preponderance of the limited cutaneous SS and the fre-
quent detection of anti-Scl-70 antibodies in both diffuse and limited cutaneous SS; no correlation of anti-Scl-70 anti-
bodies with rapid progression of the pathological process, with kidney disease.

Key words: systemic sclerosis; limited cutaneous form; diffuse form; autoantibodies; associations.

For reference: Starovoitova MN, Desinova OV, Koneva OA, et al. Profile of autoantibodies in systemic sclerosis.
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CucremHas ckiepoaepmust (CCJl) xapak- IMaTorene3 CCJI 10 cuX Mop MOJHOCTBIO HE U3Y-
TEepU3yeTCs Ype3MEepHBIM (pruOP0O3000pa3oBaHM- yeH. B yacTHOCTH, OCTaeTcss He JO KOHIIA BBISIC-
€M, MUKPOAHTHOMAaTHel U HAaJIUYUEeM LIMPKYJIM- HEHHOI poJib ayTOMMMYHUTETA B Pa3BUTUU KJIU-
PYIOLIMX aHTUTE K Pa3IUYHBIM ayTOAHTUTCHAM. HMKO-ITATOTEHETUYECKUX (PEHOTHUIIOB.
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[Mpu CCJl oOHapyXWBaIOTCS pa3IMYHbIC ayTOAHTUTENA,
KOTOpBIE aCCOLIMUPYIOTCSI C OMpPENeTeHHBIMU KIMHUYECKUMU
TIPOSIBIICHUSIMU, OTHAKO TTATOTEHETIUEeCKasl POJIb TUX aHTUTEIT
HEIOCTaTOYHO MoKaszaHa. Hanmmuue aHTMHYKIIEapHBIX aHTUTEI
siBrsieTcst oTmuuTebHoi yeptoit CCJL, OHU BBISIBIISIIOTCS Y TT0-
TABJISTIONIETO OOJTBIIMHCTBA (MPUOTU3UTETBHO Y 95%) TatueH-
ToB [1]. JIyuie apyrux uzydyeHbl aHTUTOIIOM30MEPa3HbIe aHTH -
tena (aHTtu-Scl-70) u aHTueHTpoMepHble aHTuTea (ALIA), Ko-
Topbie ObTM 00HapyxkeHbI pu CCJI B KoHLe 70-X romoB XX B.

K HacrosiemMy BpeMeH! XOpOILIo 0XapaKTepU30BaHbI 10
KpailHeili Mepe ceMb BMAOB aHTUTEJ, aCCOLMMPOBAHHBIX
¢ CCH;: anTtu-Scl-70, ALIA, anTuTena K puOOHYKIIEOIpoTease
1T (antu-PHKIT I11), antu-Th/To, anturena k U3 puboHyK-
neornporenHy (antu-U3PHIT), anturena x PM-Scl (aHTh-
PM-Scl), aaturena k Ul pubOHYKJICONpPOTEHHY (aHTH-
U1PHII). YacTtoTta ux BapbUpyeT MO JaHHBIM Pa3HbIX aBTOPOB
[1-3].

Ot CCII-cBA3aHHbIC aHTUTEJIA HAIIPABJIEHbBI HA PA3JINy-
HbIE SIIepHbIe KOMITOHEHTBI, BOBJIEYEHHbIC B OCHOBHBIC KJIe-
TOYHBIE MPOLIECCHI, @ UMEHHO — B JIEJIEHUE U TPAHCKPUILIUIO
saapa. JlaHHble aHTHUTENa PEeIKO BCTPEYaloTCs y MalleHTOB
¢ Ipyrumu 3a00sIeBaHUSIMU COENUHUTEIbHON TKaHU U MO3TO-
My SIBJISIIOTCSI BaXKHBIMM TMAarHOCTUUYECKMMU Mapkepamu. Mx
obHapyxeHue mnomoraet omnpeaeautb cyotun CCJI, Tak Kak
OHU MOTYT OBbITh ACCOLMUPOBAHBI C XapAKTEPHBIMU KITMHUYE-
cKUMU (DEHOTUTIAMU.

CCHI-acconmupoBaHHbIE aHTUTENA OOHAPYXKUBAIOTCS
BMecTe ¢ HadanbHbIMU cumnitomamu CCJIl U He MEHSIOTCS
B TeueHue Bcero 3aboneBaHuss. OHU COXPaHSIOTCS He3aBUCH-
MO OT TOTO, TTOJTyYaeT MalMeHT JIeYeHre WIM HeT. Takxke 1mo-
JIararoT, YTO MUPKYJISIIUS TeX WIM WHBIX ayTOAaHTUTE He CBSI-
3aHa C TsXecTblo Wi aKTuBHOCThI0O CCJ. ¥ oaHOro u Toro
Ke manueHTa peako Bcrpeuatrores aBa CCJl-accolmupoBaH-
HBIX ayTOaHTUTeNa U boJee.

TpaguIMOHHBIM METOAOM OMpEAESeHUsI AHTUTEN SIBJISI-
€TCs1 HeTIpsiMasi UMMYHOMITIOOPECLIEHIIMS Ha KYJIBType YeToBe-
YeCKUX KJIETOK. DTa TeXHMKA PpEKOMEHIOBaHA B KAUeCTBe Mep-
BOTO CKPUHWHTOBOTO METOJa, TaK KaK SIBISIETCS] BHICOKO UyB-
CTBUTEJILHON U MPeNoCTaBIsieT MHGOPMALIUIO O TUTPE AHTUTENT
¥ TUTIE UX CBEUCHUSI.

B mocnenHue necsaTuieTrsi MHOTHE MCCIEIOBAHUS TIOM-
TBEPXKIAIOT CTPOTYIO ACCOIMAIUIO0 MEXIy CIelu@UIecKuMu
ayTOaAHTUTEJaMU W YHUKAJIBHBIM KIMHUYECKUM (DEHOTHUIIOM
CC/I. Tem He MeHee ocTaeTcsl HeSICHbIM, UTPAIOT JIM 3TU aHTU-
Tesa MPsSIMYI0 MATOr€HETUYECKYI0 POJib WJIM MPOCTO CIIyXaT
MapKepaMu YaCTHBIX MPOSIBIEHUI 00JIe3HMU.

HenaBHue uccnenoBaHusi MO3BOJIWIM TMPENNOTIOXUTH
BO3MOXHY10 posib aHTU-Scl-70 B pa3Butuu CCJI. B yactHoCcTH,
SKCTMIEPUMEHTHI in Vivo TIOKa3alau, YTO aHTUTeNIa TMAlMeHTOB
¢ CCJl MOTyT CTUMYIMPOBATh aATe3UI0 M aKTUBAIIMIO MaKpO-
daroB, XOTs Bech IyTh MTaTOTeHE3a OCTAETCS TIOJTHOCTHIO HEOTI-
penesieHHBIM. B To ke BpeMst UMMYHU3a1MsT Y MBIIIEH TTPUBO-
QT K TIPOAYIIUPOBAHUIO AHTUTEN, HO He MHIYIIUPYeT pa3BUTHE
CCH [1].

BuisiBlIeHME MMMYHOJIOTMYECKUX HApPYIICHUI SIBIISIETCS
HOBBIM HarmpaBlieHueM B paHHei auarHoctuke CCJI. Tak, cre-
uuduueckue g CCI antu-Scl-70, antu-PHKIT 11T u ALIA
BOIIUIM B HOBbIE auarHoctuyeckue kputepuu CCJI, mpenio-
KeHHble EBporeiickoii aHTupeBMaTuueckoit auroit (EULAR)
1 AMepuKkaHCcKolt Kojuterueid peeMmaronoroB (ACR); Hanuume
STUX ayTOAHTHUTEN OlleHMBaeTcsl 3 OajulaMu, TOrAa Kak JUIst
noarBepxxaenus: nuarHo3a CCJ] Heobxonumo Habpath 9 Gan-
708 [4, 5].
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TakuMm 00pa3oM, BaXXHOCTb ayTOAHTHUTE] TPYAHO IIepe-
OLIEHUTD.

Ienplo Hamieit paboOTHI ABUJIOCH OIPEIeICHUE YaCTOThI
creMpUIeCKUX ayTOAHTUTENT B KOTOPTE POCCUIMCKUX TTAlIMCH-
ToB ¢ CCJI, n3yyeHue KIMHUUECKUX aCCOLIMAIIUi BbISIBIEHHBIX
aHTUTE.

MaTtepuan n metogbl

C 2012 nmo 2015 r. B uccienoBaHue ObLIO BKJIIOUYEHO
300 60abHBIX (58 MYXYMH M 242 XEHIIMHBI), COOTBETCTBYIO-
mux kputepusim CCJI ACR/EULAR. Cpenu HUX He ObLIO Ta-
LIMEHTOB C JIETOYHOI apTepuanbHoit tuneprensueii (JIAI), ka-
TeTepU3aluy MPaBbIX OTACIIOB CEp/lia He IIPOBOIMIOCH

Bce nmanmenTsl ¢ JIAI' Haba0aan11MCh OTAEIBHO U HE ObI-
JIA BKJTIOYEHBI B UCCIIEAYEMYIO TPYTIITY.

Bcem manmeHTaM MpoBOAMIIACH OOIIETIPUHSITHIE KITMHU-
KO-J1abopaTopHbIe UCCIeIOBaHUS, dBJeKTpoKapauorpadus
(OKT), axokapauorpadpus (3xoKI'), uccinenonanach pyHKUMS
OpraHoB JIbIXaHUs ¢ orpenesieHueM AUddy3mMoHHOI crocoo-
HOCTHU JieTKuX. MIMMyHosIornuyeckoe oociieioBaHre: MPOBOAM -
JIOCh OIpelesieHre aHTUHYyKJIeapHoro ¢akrtopa (AH®D) Ha
HEep2-kneTkax METOIOM HENPSIMOIl peakKLiMid UMMYHO(DJTI00-
pPEeCLIeHIIMM C UCITOJIb30BaHMEM KOMMEpPUYEeCKOro Habopa peak-
tBoB Immco (CIA; BepxHsist rpanuiia HopMbl <1/160); aH-
T-Scl-70 (BepxHss rpaHunia HopMmbl 25,0 Ex/mi); ALLA (Bepx-
Hasg rpanuna Hopmbl 10,0 En/mir); antu-UI-RNP (BepxHsisa
rpaHuiia HopMbl 25,0 Ex/mir) — ¢ mOMOIIbIO KOMMEPUECKUX
HabopoB peaktnBoB Orgentec (Iepmanust), antu-PHKIT 111
(BepxHsist TpaHuiia HopMbl 28,0 En/mir) — Medical & Biological
Laboratories CO (flnoHus).

CraTuCTUYECKyl0 00pabOTKYy JaHHBIX MPOBOAWIN TPHU
MOMOIIM TIporpamMMbl Statistica 6.0, TPUMEHSITTUCh METOIbI
onucaTeJbHONW CTAaTUCTUKU, HEMapaMeTpUUEeCKUue METOJbI.
BzauMocBsI3b MeX 1y MpU3HaKaMu OLIEHMBAIach METOIOM paH-
roBoii Koppensiuuu CriupMeHa. Pa3nuunst v cBI3b MpU3HAKOB
CYUTAIMCh CTATUCTUUYECKU 3HAaUMMbIMU T1pu p<0,05.

PesynbTarsl

[Monasnstoniee GOMBITMHCTBO OOJbHBIX ObUIU KEHCKOTO
T10J1a, CPETHETO BO3PacTa, C YMEPEHHOM JTUTETLHOCTHIO 3200-
neBanud. [Ipeobiaganyu mauueHThl ¢ JUMUTHPOBAHHOM (Pop-
Mmoit (55,3%), 37,4% GonbHbIx uMenn 1uddy3Hyio, 5,9% — mne-
pexkpectHylo (overlap-cunapom); <1% — BuUcCHEepaIbHYIO
U 1oBeHUIbHYI0 (popmy CCJI. BoJjiee yeM y MoJIOBUHBI TAaLlMeH-
TOB OTMEYaJI0Ch MEJIEHHO Mporpeccupyoliiee TeueHue 3a00-
neBaHus. JAnuTenbHOCTh 3a00JieBaHMSI B CpeIHEM COCTaBuMja
8,1£7,6 roma. O61Ias XxapaKTepUCTUKA MAlMEHTOB MPEaCTaB-
JieHa B TaoOm. 1.

Y Bcex OOJMBHBIX KIMHWYECKAs KapTUHA 3a00JIeBaHMS
ObLJIa MOJVCUMIITOMHOI; TTOMUMO XapaKTEPHOTO TOPaKeHUS
KOXW UMEJIUCh COCYIMCTAs MaToJIOTHsI, TTIOpakeHNE CYCTaBOB
¥ BHYTPEHHUX OPTaHOB (JIETKUX, Ceplla, XKEIYIOUYHO-KHIIICY -
HOTO TpakTa), JabopaTopHbIe U3MEHEHUs (TJIaBHBIM 00pa3oM,
WMMYHHBIE).

boeimu BeisiBieHsl CCJI-crieniuguueckue ayToaHTUTENa,
MpeAcTaBIeHHbIC B Ta0I. 2.

V noaasnsiomero 6onbinnHcTBa (83,8%) malneHTOB OI-
penensuicas AH®. HaubGonee yacro u3 CCJI-accouumpoBaH-
HBIX aHTUTEJ, IPUOJIUZUTEIBLHO Y TIOJIOBUHBI MAIIMEHTOB, ObI-
M BbIsBIeHBI aHTU-Scl-70. ALIA uMenu mecto Juib y 44
(14,6%) naumentos. [Moutu y 1/3 (26,7%) naumeHTOB ¢ 1OCTO-
BepHbIM auarHo3om CCJl mpu mosutuBHOCTH 110 AH® Hu
AlIA, nu antu-Scl-70 He onpenenstiuch. CoueTaHUe TO3UTUB-
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Hoctu 110 ALLA n anTu-Scl-70 ObUI0 OTMEUYEHO Y TpeX MalueH-
ToB ¢ ImmuTupoBaHHoii CCJI (omHa U3 HUX — C paHHe# (op-
Moii 3a0oneBanust). [TosuruBabiMu 1o anTr-U 1 PHII 6but1 26
(8,6%) 60nbHBIX. Cpein HUX MPeobIaaaiu MalueHTh ¢ TUMU-
TUPOBAHHON U nepekpecTtHoi popmamu CCI.

Kpome Toro, B 5,5% ciay4yaeB OOHapyXeHBI aHTU-
PHKII III. OHM BcTpeyanuch MPEMMYIIECTBEHHO B rpyrire
MaluKMeHTOB ¢ IMMUTUPOBaHHOM (opmoii CCJI; TUIb y OAHOrO

Ta6nuua 1 06uwas xapakrepuctuka 6onbHbix CCO (n=300)
Mokasarenb 3Havenue
Bospact, rogpl, M+d 45,96+13,4
[Mon, % >XeHLKH 81
[OnutenbHocTb CCL (0T nepsoro He-PeitHo npu3Haka), 8,1+7,6
rofbl, M+d
®opma CCL, %:
andchyanas 37,4
JIMMUTUPOBAHHASA 55,3
nepekpecTHas (overlap) 5,96
BUCLiEpaNibHas 0,66
I0BEHUNbHAS 0,66
TeyeHue CCL, %:
MeJJIEHHO NpOorpeccupytoLLee 66
6bICTPO NporpeccupyloLLee 34

namyeHTa, nosutuBHoro o antu-PHKIT 111, umenocs nud-
¢y3HOE MopaxkeHre KOXHU, KOppEeJUpyrollee ¢ BhIPaKEHHBIM
WHTEPCTUIIMATBHBIM TTOpaXkeHUeM JieTKux. [TopaxkeHue moyex
B JaHHOU rpyrine He oTMeuasnock. [lpeacrasisgercs nHTepec-
HBIM, YTO Yy MAlMEHTKH C CAMBIM BBICOKMM YPOBHEM HaHHBIX
anrturen (42 EJI/mr) otmeuanachk paHHsist popma 3aboeBaHusd,
IUTUTENIBHOCTBIO <3 JIET, ¢ TUMUTUPOBAHHBIM ITOPaXXEHUEM KO-
KM U CTEPTHIM CUHAPOMOM PeiiHo.

Knunuueckast xapakrepuctuka namueHToB ¢ CCJI B 3a-
BUCHMMOCTH OT BMIA ayTOAHTUTE] MpEACTaBIeHa Ha PUCYHKE
U B TabuI. 3.

Kak BUIHO 13 prCyHKa, OCHOBHBIC KIIMHUYECKUE TTPOSIB-
neaust CCJI 6b1TH SIPKO BBIpaXKEHBI B TPYIINE MAlIMEHTOB, MO-
3UTHUBHBIX 110 aHTH-Scl-70, 3a UCKIIOYEHWEM TaKMUX IpU3Ha-
KOB, KaK OTE€K KHUCTEH, CBOMCTBEHHBII B OCHOBHOM paHHEM
dopme 3abosieBaHUsI, U HEKPO3bI, TTPEUMYILIECCTBEHHO IUTH-
TaJIbHbBIC, XapaKTePU3YIOIIUE MPOrpecCUpylolee TeYeHUe CUH-
npoma PeitHo.

BBISIBIIEHHBII TUIT ayTOAHTUTEN OMNPEACIsT KIWHUYE-
CKYIO TeTepOreHHOCTb 3a0ojeBanusl. Tak, B rpyririe, MO3UTUB-
HO¥# 1o aHTh-Scl-70, 6bUI0 OTMeUeHOo mpeodiiagaHue Guodpo-
3UPYIOLINUX MPOLIECCOB B LIEJIOM: 00Jiee YacToe pa3BUTHE AU(D-
(y3HOI MHAYpALIMY KOXU U TIEPUAPTUKYJISIPHBIX TKaHEM, TTpH-
Bozsiee K (GOpMUPOBAHUIO CTMOATEIbHBIX KOHTPAKTYP KHUC-
Tell y OAaBIISIIONIEro OonblInHCTBA HaueHToB. [Touru B 70%
clIy4aeB BBISIBJISZIOCHh MHTEPCTUIIMATBHOE TTOPaKEHUE JIETKUX.

Tabnuua 2 CnekTp 1 YyacToTa 0GHApYXEHNUS ayTOAHTUTEN Takke B TaHHOW TPYyMIle MMEIO MECTO TSIKENOE MOpaXeHne
y nayueHtos ¢ CC/l ceplia ¢ HapyLIEHWSAMU PUTMA M MPOBOAMMOCTH, BKJIIOYAs
pasBUTHE KPYITHOOYAroBoro (Gubpo3a MUOKapaa MCKIIOYH-
0,
Napawerp Hucno GonbHbix, n (%) TesbHO B rpymie 60abHbIX CCJI, acCOMUPOBAHHOI ¢ aHTH-
AH® HEep2 253/300 (83,8) Scl-70.
AUA 44/300 (14,6) Kpome mnpeobnagatommx (GpuOpOTUYECKUX MPOLECCOB,
AHTI-SCI-70 145/300 (48) ObLIM 3aperMCTPUPOBAHBI TSIKEJIbIE COCYIMCThIE HAPYLIEHUS.
Cunnpom PeiiHo pasBuBaics B 100% HaOmroneHuid, HOCHUI
AHTA-UTPHI 26/300 (8.6) P R % penit,
MIPOrPECCUPYIOLIMIA XapaKTep ¢ PasBUTHEM TPODUUYECKUX Ha-
AHTH-PHKTT I 5790 (5.5) PYLICHUI 1 06Pa30BaHIEM JUTUTATBHBIX PYOUNKOB Goee YeM
ALA + aHTu-Scl-70 3/300 (1,0) B 50% ciydaes.
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Ta6nuuya 3 CpaBHUTENbHAA KNNHNYECKAs XapakTepucTuka nauneHtoB ¢ CCL B 3aBMCMMOCTM OT BuAa ayToaHTuTen, n (%)
Knunuyeckue thopmbl, napameTpbl Antu-Scl-70+ (n=145) HeT aaHHbIX ALA+ (n=44) HeT gaHHbIX p
CyCTaBbl/CyXOXuUnus:
crubarenbHble KOHTPAKTYpbI 84 (57,9) 0 8 (18) 0 0,0000
aKkpoocTeonus 46 (31,7) 0 5(11) 0 0,077
Koxa:
cKnepeaema 33 (23) 0 13 (29,5) 0 HA
CKepofakTuans 125 (86) 0 29 (66) 0 HA
NHAYpauns anddysHas 80 (55) 0 3(6,8) 0 0,0000
runepnurmMeHTaums 23 (15,9) 0 2 (45 0 0,05
TeNeaHrnaKTasnm 80 (55) 0 17 (38,6)
erkue:
peHTreHorpadgus (hnuopos) 101 (69,7) 15 21 (47) 3 0,077
KOMMbloTepHas Tomorpadus (huépos) 98 (67,5) 37 12 (27) 17 0,0000
Cepaue:
HapyLLeHne NpoBOAUMOCTH 36 (24,8) 0 5(11,4) 0 0,058
HapyLeHne putMa 50 (34) 0 8 (18,2) 0 0,04
n3meHeHns Ha SKI 12 (8,3) 0 0 0 0,049
py6L0BbIE N3MEHEHUS 19 (13) 0 0 0 0,01
nosbiwenne CAJIA (3xoKr) >25 mm pr. cT. 28 (19) 0 6 (13,6) 0 0,39
CocyauncTble HapyLLeHns:
cunapom PeitHo 145 (100) 0 43 (98) 0 HO
uruTansHble py6unku 76 (52,4) 9 (20,5) 0 0,16
OUrnTanbHble HEKPO3bl 8 (5,5) 0 4 (9) 0 HA
2Kenyao4HO-KMLEYHBIA TPaKT:
NnopaXKeHne NuLLeBoAa: 14 2
HE3PO3MBHbIN 330harnT 57 (39) 13 (29,5) HA
3PO3UBHbIN 3300haruT 8 (5,5) 2 (4,5)
anapes 17 (11,7) 0 2 (4,5) HA
MopaxeHune noyek: 0 0 0,199
Hedpponatus™ 16 (11) 2 (4,5)
XPOHMYeCKas no4eyHasn HeaoCTaTo4HOCTb 2 (1,4) 0/44
CK/epofepmMmyeckas noyka (0CTPbIA NOYEYHbIA Kpu3) 5(3)

lpumeyanne. ni — He [OCTOBEPHO. *Hedhponatus — nobble NPU3HAKM NOYEYHON ANCHYHKLMIA (TMMOCTEHYPUS, MUKPOTEMATYPUS, LNANHAPYPUS, NeRKOLNTypus).

Ipyrnna 00abHBIX, TO3UTUBHBIX 0 ALLA, nMena oTHOCH-
TeJIbHO J00pOoKauecTBEeHHOE TeueHue 3aboneBaHus. OHa xapa-
KTepU30BaJlaCh MEHbIIIE BbIPA)KEHHOCTbIO TOPAKEHUST KOXKU
1 BHYTPEHHUX OPTaHOB, XOTSl MHTEPCTULIMATBbHOE TTOpaKeHUE
JIETKMX OBbUTO BBISIBIICHO MPAKTUYECKK B MOJIOBUHE CTyJacB.

Cpenn xkimmHudeckux udept CCJI, oOmux mas obdeux
TPYIIII, OTMEUAIUCh aKPOOCTEOIN3, OTCK KUCTE (BBISIBICHHBIC
MPUOIU3UTENIBHO Y 1/3 TTALIMEHTOB), TeJICAaHTMIKTA3UM, TOpa-
JKEHUEe XeJTyIOYHO-KUIIEYHOTO TPaKTa W IMOYeK; MOBBIIIEHNE
CUCTOJIMYECKOro napjeHus: B jeroyHoil aprepuu (CHJIA) no
naHHbIM DX0KT —y 10% GObHBIX.

AHTU-Scl-70 3HAUUTENILHO Yallle BHISIBJISIIMCH Y MalMeH-
TOB C AU(dY3HBIM MOpPaXXeHUEM KOXHU, B TOM UYHCJIE U C ee
nuddy3HON TunepnurMeHTal e, a Takxke Npy HaATUYMKU CTU-
OaTeIbHBIX KOHTpaKTyp Kucrteil. Kpome Toro, atu aHturesia
npeobyiagagv B IPyMIe MalMeHTOB ¢ JIETOYHBIM (hUOPO30M.
Hammune anTtu-Scl-70 KoppeanpoBano U co CKIepoaepMude-
CKOI KapaMoIaThei, IIaBHBIM 00pa3oM ¢ HapylIeHUEM cep-
JIEYHOTO PUTMA W TIPOBOAMMOCTH.

ALIA BcTpeyanuch B OCHOBHOM Yy TALIMEHTOB C IUMUTU-
poBaHHOI ¢hopMoii 3a0ojeBaHUs. Y MALMEHTOB C TLJIOTHBIM
otekoM kucrteir aHTu-Scl-70 u ALIA BcTpevyannch npudansu-
TEJIbHO C OJMHAKOBOW YaCTOTOM.

He GbU10 BBISIBJIEHO acCOIMAIlN MEXKITY ITO3UTUBHOCTHIO
1o aHThu-Scl-70 u ALIA 1 OCHOBHBIMU COCYIUCTBIMU TPOSIBIIC-
HUSMU, TAKUMU KaK CUHIPOM PeiiHO, MTUTruTaibHbIe MILEMU-
YyecKue HapylleHUs; a TakxKe JIerOYHOI TMIlepTeH3uel, mopa-
JKEHUEM XKeJTYIOYHO-KMIIIEYHOTO TpaKTa M CKJIepOoIAepMUYe-
CKOI HedpomaTUeit.
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O6cyxpeHue

ITo maHHBIM JUTEpaTyphl, 60jee yeM y 90% maimeHToB
¢ CCJI BBIABIAIOTCS aHTUSIACpHBIE aHTUTENa [6—8]. Y XOTs nx
poab B naroreHe3de CCJI ocraeTcsi HEIOCTATOYHO SICHOM, OHU
YacTO CBSI3aHbI C KJIMHUYECKOM Te€TePOreHHOCThIO, TSKECThIO
U TeyeHueM 3aboneBaHust. Hanbonee yacto y 6onbHbIx ¢ CCJL
BoisiBisitorest ALIA, antu-Scl-70, pexxe — antu-PHKIT I11. Ta-
KHe CBIBOPOTOYHBIC aHTUTeda, Kak aHTu-Th/To; aHTHM-
U3PHII, autu-U1PHII, antutena x Ku (antm-Ku), aHTH-
Pm-Scl, takxe BcTpeuatorcst ipu CCJ/I u omipenessiioT ee K-
HUuYeckoe MHorooOpasue. Tak, antu-Th/To m antu-Pm-Scl
aCCOIMUPYIOTCS C IMMUTUPOBAHHON (DOPMOIi, B TO BpeMsT Kak
antu-U3PHII — ¢ auddysnoit hopmoit CCI. Kpome Toro,
antu-Th/To u antu-U3PHII Moryt ciyXuTh npeaukTopaMu
pPa3BUTHS OPTaHHBIX MOPAXEHUI, TaKUX KaK JETOUYHbI (hurbd-
po3, JIAT u noyeyHblii Kpu3s. [Ipyrue aHTUTENa, TAKUE KaK aH-
™-Ku, antu-U1PHII, antutena x Ull/R Ul2, B neirom
BCTPEYAIOTCS peXke, HO TaKXKe MOTYT ONPEaesiTh KITMHUYECKUIA
Bapuant CC/J [9].

W3BecTHO, yTO Ha yacToTy pas3nuuHbix CCJI-cBSI3aHHBIX
a"HTUTeN M KInmHWYecKylo KapthuHy CCJI MoXeT OKa3bIBaTh
BJIMSIHYME STHUYECKasl TPUHAUICKHOCTD MTALIMEHTOB.

B mMupoBoitl muTepaType coxpaHsieTcsl MHTepeC K u3yde-
HUIO 3HAYMMOCTH JaHHBIX aHTUTEN, UX CBSI3U C Kiaccuduka-
nuoHHbIMU (popMamu CCJI, momyasiiMOHHBIMU OCOOEHHOCTSI -
MU 3a00s1eBaHMs. DTa paboTa MPOBOJAUTCS B paMKax perucTpoB
U KOTOPTHBIX MCCJIEOBAHUM, B KOTOPBIX aHAJIU3UPYIOTCS pe-
TMOHAJIbHbIE Y STHUYECKUE PA3TUYMS OCHOBHBIX KIMHUYECKUX
¢opMm u ayroaHtuten. K HacrosiieMy BpeMeHU AEHCTBYIOT
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MHOTHE HallMOHAJIbHBIE PETUCTPHI, TaHHbIE HEKOTOPBIX U3 HUX
MpuBeneHbI B Tabm. 4 |3, 10—13].

Bce HanmoHanbHBIE KOTOPTHI UMEIOT PSII OCOOCHHOCTEM
10 PacIpOCTPAHEHHOCTH KJIMHUYECKUX (popM Oo0JIe3HM, Yac-
tore crieuupuieckux CCJl-accouMnpoBaHHBIX ayTOAHTUTE.

Tax, nuddysnas popma CCJI npeobramaer B Utanuu,
Kurae, ABctpanuu (mpuyem cpenu «OesibIX» aBCTPATUMLIEB),
a Takxe cpeau «besnoro» Hacenenuss CLIA [9, 10, 12]. dud-
dy3Has dopma B pOCCUICKON KOropTe BCTpeyanach pexe,
y 37% mnauueHTOB; Mpeobiafarlicii Obula TUMUTUPOBAHHAS
CKJIEpPOIePMHUsI, YTO COCTaBIIIO 0oJiee 1o0BUHBI (55%) ciy4da-
eB 3a0ojeBaHus. COMmocTaBUMbIE C POCCUMCKUMU TaHHBIE T10-
JIy4eHBI U B KOoropte HeMelkux nauueHToB ¢ CCJ, roe 1tumMu-
TUpPOBaHHas CKJIEPOJACPMUS BCTpedasach y MOJOBUHBI 3a00-
JeBImX, a nuddysHas ¢popma cocTaBuia 4yTh 6osee 1/3 ciy-
Yaes.

HecMoTpst Ha IMPOKMiA CITEKTP UMMYHOJIOTUIECKUX Ha-
PYIICHUH, KITACCUIECKUMM ayTOAHTUTEJIaMU, acCOIMUPOBaH-
HeimMu ¢ CCJ, cunratorcss ALLA u antu-Scl-70.

Boicokuit ypoBeHb aHTU-Scl-70 nipu CCJI BbISIBIISLICS
y nofasJisitoriiero GoypiuHeTBa (10 80%) 3THUYECKOro Hace-
nenust CILA u ABctpanuu. B poccuiickoit Koropte 3T ayTo-
aHTUTeJIa BCTpeYaanuch 6oee yeM y mojoBuHbI (59,9%) nauu-
enroB ¢ CCJl. B psane ctpaH Haubosiee paclipocTpaHEHHBIMU
obu1 ALIA. Y «GenbIx» aBCTpaIuiilieB OHY BBISIBIISLINCE B 51%
caydaeB; cpenu «oemoro» HaceneHus CILLA, a takxke Jlanun
u Ipeuun — Gosiee uem B 30%. B Haiem uccienoBanuu ALIA
BCTPEUAIMCh OTHOCUTENIBHO penko (B 14,6% ciyuaeB). Haiu
pe3yJbTaThl COBIAAaMN ¢ Opa3UIbCKON U KUTalCKOM Koropra-
MU TTAllEHTOB.

Takum 06pa3oM, POCCUICKUE MAITMEHTH M0 KIMHUYE-
CKUM (hopMaM ObUIM COMOCTABUMBI ¢ HEMELIKMMU, a 10 YacTo-
T€ OCHOBHBIX ayTOAHTUTE] — C KUTAHCKUMU U OPa3UIbCKUMU
perucTpamu.

M3BecTHO, YTO MMMYHOJOTUYECKUIT MPOMUIL KOppean-
PYET ¢ KIMHUYECKOM KapTUHOM, TeYeHNEM 1 TTPOTHO30M 3a00-
neBanus [14—16].

Tak, ALIA acconmupyoTcsl MPEeUMYIIECTBEHHO C JTUMU-
TUPOBAHHBIM MOPAKEHUEM KOXHU Y M30JIMPOBAHHOM JIETOYHOM
TUTIepTeH3Mei, B TO BpeMs Kak aHTH-Scl-70 cBsi3aHbl ¢ qud-

(by3HBIM XapaKTepOM KOKHOT'O CMHAPOMA 1 JIETOYHBIM (prubpo-
30M. ALIA BsIIOTCS TaKKe MPEIUKTOPOM OTHOCUTEIBHO OJ1a-
TOMPUSTHOTO, a aHTU-Scl-70 — HeOJAronpusITHOrO TEUYCHUS
u ucxoma CCJI.

HecMoTpst Ha mpeBaMpoBaHue TUMUTUPOBAHHOM op-
mbl CCJI B Hallleit rpymnne, HauboJiee YacTo BbISIBJISIIIUCH AHTHU -
Scl-70, KoTopble UMETUCH MPAKTHYECKK Y TTOJIOBUHBI MAITUeH-
TOB, B TO BpeMs Kak ALIA oOHapyXeHbI Bcero juiib y 14,6%
OOJIbHBIX, T. €. HE ObLIO CTPOrOro COOTBETCTBUSI CEPOJIOrHMYE-
CcKOro npouisi U KIMHUYECKOro (peHoTUa 3a00J1eBaHUS, YTO
TOXE MOXKHO OTHECTH K OCOOEHHOCTSIM KOTOPTHI.

Coueranue aHTu-Scl-70 u ALIA y omHoro mnaiueHTa
BCTpevaeTcsl KpaitHe penko. Tak, B eBpOIECKOl KOropre
EUSTAR wu3 5323 manueHToB 1mogo0Hast accolaius Oblia Bbl-
apieHay 28 (0,52%) yenosex [17]. Cpenu 3THX OOJIBHBIX ObLIA
¥ OITHA TAIIMEHTKA M3 UCCIIeAyeMOil HaMU POCCUICKON TPyTI-
nbl. Cpenu Beex oocnenoBanHbix 300 manuentos ¢ CCJl acco-
LManus 00OMX aHTUTEN BbIsiBJieHa B 1% citydaes (y 3 yeoBek).
¥ Bcex aTUX MauueHToB Oblia JuMuTupoBaHHas opma CCII,
B TO BpeMsl Kak Mo JaHHbIM MUPOBOI JUTEpaTypbl MOIOOHOE
coyeTaHue aHTUTeNl KoppeaupyeT ¢ auddy3HbIM XapaKTepoM
MaToJ0TUYECKOro Mpolecca.

OtcyrcTBue ayroaHtutesn y 6onapHbix CCJI, coriacHo
JMAHHBIM JIUTEPATYPhl, TAKXKe BCTPEUACTCS PEAKO U MOXKET ac-
COLIMUPOBATLCSI C MEHEE BBIPAXEHHOM CUMIITOMATUKOM
u JIydimm riporaosom [9, 17, 18]. Tak, mo maHHBIM GOJBIIO-
ro KOTOPTHOTO KaHAACKOTO UCCIeA0BaHus, cpeau 874 mauu-
€HTOB HEeraTMBHBIMU 110 ayToaHTuTe aM O0bLtH 15 (1,7%) ve-
JoBeK. B Hewmelkoii Tpyriie ayToaHTHWTeJIa OTCYTCTBOBAIU
y 38 (4,4%) u3 853 GombHBIX. A B MEXIyHapoIHOI 0Oase
EUSTAR noist Takux mmarnueHToB coctaBuia 8% ot 5378 de-
JIOBeK. Y MalMEeHTOB ObLIM OTMEYEHbl MEHEE BbIpaxK€HHbIE
COCYIMCThIC HApYIIEHMSI, TAKME KaK cuHApoM PeitHo u auru-
TaJIbHbBIE SI3BbI, pexXe peructpuponanach JIAT, HO B TO ke Bpe-
MsI crubaTresbHble KOHTPAKTyphl (DOPMUPOBAIUCH Yalle.
B nccnenyemoii poccuiickoit Koropte A0Jisl TallMEHTOB, Hera-
TUBHBIX TI0 ayTOAHTUTEJaM, OKa3ajlach TOCTATOYHO OOJIBIIIOI
u coctaBwia nmoutu 1/3 (26,7%). Dta nmoarpyrina xapakTepu-
30Bajlach B IIEJIOM OTHOCHUTEJIBHO MEIJICHHBIM ITPOTPECCUPO-
BaHWEM U MEHBIIEH BBIPAXKEHHOCTHIO CUMIITOMATUKU; BO3-

Ta6nuua 4 PernoHanbHble 1 3THUYECKME PA3NMYMSA HACTOTbl OCHOBHbIX KNUHUYECKMX (hOpPM
n aytoaHtuten npu GCH, %
CtpaHa cea ALA AuTu-Scl-70
audihysHan NUMUTUPOBaHHAA
CLUA: 50 50 22 26
ahpoamepmKaHLbl 30 70 14 18,4
«6enble» 69 31 35 18,6
MHAENLbI YOKTO 8 92 - 83
AscTpanus:
«Befble» aBCTpanniiLbl 85 15 51 26
He «6enble» 0 100 2 76
HOxHas Adpuka (HepHOKOXME) 29 65 0 -
[aHuns - - 36 14
Wtanusa 90 10 - -
Ipeuns 49 45 34 34
Bpasunus 442 44,6 14,4 19,7
lepmanuns 31,6 48,2 - -
Kutai (n=419) 59,7 40,3 13,4 59,9
Mocksa, ®TbHY HUWP 37 55 14,6 48

um. B.A. HacoHosol1 (n=300)

422

HayyHo-npakTtuyeckas pesmaronorus. 2016(54)4:418-423



OpurvHanbHbIE MCCNEfOBaHUSA

MOXHO, 3TO CBSI3aHO C T€M, YTO B TaHHOU paboTe OlleHUBA-
JIUCh TONbKO uyeTbipe Hambomnee crenuduuabix it CCJ
ayTOaHTUTEJA.

AnTu-U1PHII B Hamem HabaoaeHUU B 001Ied KOrop-
T€ BCTPEYATUCH MPEUMYIIECTBEHHO Y MAllMeHTOB C JUMUTU-
poBaHHOI1 u mepekpecTHoit dopmamu CCJI, Bcero B 8,6%
ciyyaeB. [Ipu aToM oHU ObLIM OOHAPYXKEHBI MOUYTH Y KaXI10-
ro yerBeproro B rpymre aHTu-Scl-70- u ALIA-HeraTuBHBIX
nanueHToB. JlaHHOe HabJII0AeHME 3aCTyKUBAeT NalbHEHIIEro
U3y4YeHUsI.

Antu-PHKIT III B Hamem wuccienoBaHWM BBISIBACHbI
y He3HauuTelbHoro yucia nauueHtos ¢ CCI (5,%), uto cooT-
BETCTBYET JaHHBIM JIUTEPATYypHl [7, 19]. OgHaKo xoueTcst oTMe-
TUTh, YTO, BOTIPEKH PACTIPOCTPAHEHHOMY MHEHUIO, HaJIN4Ine
STUX aHTUTENl He KOPPEIMPOBAIO C TSKEJION MOYEeTHO TaTo-
norueit u nuddy3HbIM TTopaxkeHneM Koxu. HampoTtus, cpenu
00sbHBIX, TTO3UTUBHBIX TI0 aHTU-PHKIT 111, npeobaaganu mna-
LIMEHTHI ¢ JuMUTUpoBaHHON (opmoii CCJI, HeKoTopble —
C paHHel (opmoit U HeOOJBIION MIUTEIHLHOCTBIO 0O0JIE3HU,
MNPEeUMYLIECTBEHHO ¢ Tepudepruyeckoii CUMITOMATUKOMN 6e3
BBIPA)KEHHOTO OpPraHHOro NopaxeHusl. [ 6onee netanbHOI
XapaKTePUCTUKM 3TOr0 BapraHTa 00JIe3HU TPeOyeTCs JalbHeli-
1ee U3y4eHne JaHHOU KOTOPThI MALlEHTOB.

Takum 00pa3oM, 0COOEHHOCTSIMM POCCUIICKON KOTOPThI
SIBJISTIOTCSI Tpeo0IagaHue TMMUTUPOBAHHON (hOpMBbI 3a00J1eBa-
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HUS M YacToe BbIsIBIeHHEe aHTU-Scl-70 Kak mpu nuddy3HOI,
Tak u ipu tumuTpoBanHoi opme CCJl. BrisiBienHsbIe acco-
LAY OTPAXKAIOT, B 1IeJIOM, TeHASHIINN Pa3BUTHSI 3a00IeBa-
HWSI, TIpe/ICTaBJIeHHBIe B TuTepaType. OMHAKO OTCYTCTBHE OITH-
CaHHBIX IPYTMMU aBTOpaMu Koppeasuuil antu-Scl-70 ¢ obicT-
PBIM TIPOTPECCUPOBAHUEM TIATOJIOTMIECKOTO TIpoliecca 1 maTo-
JIOTHEl TTOYeK, a TaksKe BBISIBJICHHME TAHHOTO THUITA aHTUTEI
B IpyImIax MalMeHTOB ¢ JUMHUTUpoBaHHOU ¢dopmoit CCII,
C MEUIEHHBIM MPOTrpecCUpOBaHMEM, BEPOSITHO, MOTYT OBITh
CBSI3aHBbI C T'€OAMUIEMUOIOTUYECKUMU OCOOEHHOCTSIMU pOC-
CUIMCKOU KOTOPTHI.

WNsyuenue CCJI-accolMMPOBAHHBIX aHTUTET MOXET
UMeTb 3HAueHHWe [JIi MOHWTOPWHTIA, JIy4YIIero MOHWUMaHUS
MPOTHO3a W TePANNy JaHHO! KaTeropruu OOTHHBIX.
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MeAbHOLL 6epcuU PYKONUCU 6 NeYams.
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Bce agmoput npunumanu ywacmue 6 paspabomie KoHyen-
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