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Oco6EeHHOCTH TEYEHUA CUCTEMHOTO
ayTOMMMYHHOTO 3aboneBaHue,
ACCOLMMPOBAHHOIO C aHTUTENAMMH
K Ku-antureny (onucanue gByx
KNHHWYECKUX CNy4yaes)

A.B. Toprawmuna, AH. Xenkosckas-Cepreesa, A.0. A6abikepumoB, A.P. XanomeToBa

AnTutena Kk Ku antureny (antu-Ku) — 0coOblil TUIT MMO3UT-ACCOLIMMPOBAHHBIX AHTUTEJT, XapaKTEPHBIX JIIS TIALIM-
€HTOB C MEPEKPECTHBIM CMHIPOMOM CHCTEMHOM CKJIEPOAEPMHUM U UMMYHOBOCTIAJTUTEIbHON MUOTIATUM, & TAKKE
BCTPEYAIONINXCS TTPY APYTUX ayTOUMMYHHBIX 3a00sieBaHUsIX. [TallueHThl ¢ NTaHHBIMKY AHTUTEIAMU UMEIOT KIIMHUKO-
JlabopaTOpHbIe OCOOEHHOCTH 3a00JIeBaHUSI.

BriepBbie B 0TeUeCTBEHHOI JIMTEpaType MPeACcTaBIeHbI OMMMCAHUS IBYX KIMHUYECKHX CITy9aeB Pa3BUTHSI TIEPEKPECT-
HOTO CHHIPOMA, accolmupoBaHHOTO ¢ aHTH-Ku. [TpoaHan3npoBaHbl 0COOEHHOCTH TeUeHUs 3a00JIeBAaHUST U OTBETA
Ha pa3IuYHbIe BAPMAHTHI UMMYHOCYITPECCUBHOI Teparnuu.

Kimouesble ciioBa: aHTu-Ku aHTUTeNa, IepeKPECTHBIM CUHAPOM, CUCTEMHasi cKiiepoiepmusi, cuHapom lllerpeHa,
MMOBUT, MHTEPCTUIIUATEHOE TTOPaKeHUE JIETKUX

Jlns nuruposanus: ToprammHa AB, Xenkosckasi-CepreeBa AH, AdonbikepumoB AO, XasbmetoBa AP. OcobeHHOCTH
TEYEHUsI CUCTEMHOTO ayTOMMMYHHOTO 3a00JIeBaHMsI, aCCOIIMUPOBAHHOTO ¢ aHTUTeaMu K Ku-aHTureHy (onmcanue
NBYX KIIMHWYEeCKUX ciydaeB). Hayuno-npaxmuueckas peemamonoeus. 2024;62(4):435—440.

FEATURES OF SYSTEMIC AUTOIMMUNE DISEASE ASSOCIATED
WITH ANTI-KU ANTIBODIES (DESCRIPTIONS OF TWO CLINICAL CASES)

Anna V. Torgashina, Anna N. Khelkovskaya-Sergeeva, Askat O. Abdykerimov, Alsu R. Khalmetova

Anti-Ku antibodies are a special type of myositis-associated antibodies that are characteristic of patients with the over-
lap syndrome of systemic scleroderma and immune-inflammatory myopathy, as well as occurring in other autoim-
mune diseases. Patients with these antibodies have their own clinical and laboratory features of the disease and can be
identified as a separate anti-Ku syndrome.

For the first time in the domestic literature, descriptions of two clinical cases of the development of a cross syndrome
associated with anti-Ku antibodies are presented. The features of the course of the disease and the response to various
options for immunosuppressive therapy were analyzed.

Key words: anti-Ku antibodies, overlap syndrome, scleroderma, Sjogren’s syndrome, myositis, interstitial lung disease
For citation: Torgashina AV, Khelkovskaya-Sergeeva AN, Abdykerimov AO, Khalmetova AR. Features of systemic
autoimmune disease associated with anti-Ku antibodies (descriptions of two clinical cases). Nauchno- Prakticheskaya
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HMMMyHOBOCTTATTEIHHBIE MUOTIATHH
(upromaTnyeckue BOCIAJIUTEbHBIE MUOTIA-
un (MBM)) npencrapiasior coboii rerepo-
TeHHYIO TPYNIY CUCTEMHBIX 3a00JieBaHUM, Xa-
PaKTEpU3YIOLIMXCS MMMYHOONOCPEIOBAHHbBIM
TMOpaXeHUEeM CKEeJETHBIX MBILIL M 4acTbIM BO-
BJIEYEHUEM B MATOJOTMYECKUI MPOIecC APYTUX
OpPraHoOB U CHCTeM (JIerKUX, KOXH, CyCTaBOB)
MpU HATUYUU MUO3UT-CIeUPUIecKux ayTo-
anTuten (taba. 1) [1]. AyroanTuTena, Kak Ipa-
BUJIO, IPUCYTCTBYIOT y 2/3 mauueHToB ¢ MUBM.
B nHactosiiee Bpemst TIPUHSITO BBIACTATH MUO-
3UT-creruduieckne aHTUTeNa, XapaKTepHbIe
uckiouutenbHo it UBM (anturena x Mi2,
Jo-1 u npoume), a TakKe MUO3UT-ACCOLUU-
pOBaHHBIE aHTUTENA, BKIJIIOYasl aHTUTENA
Kk PM/Scl (antu-PM/Scl, Ul-pubonykieo-
nporenHy (aHtu-UI1PHII), Ku-antureny (aH-
T1-Ku)), KOTOpble BBISIBASIOTCS HE TOJbKO
npu VMBM, HO u npu Opyrux ayTOMMMYHHBIX
3a001eBaHUsIX, TAKMX KaK CUCTEMHasl KpacHas
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Bosyanka (CKB), cuctemHas ckiieponepMus
(CCH), oonesnp lerpena (BI) u peBMaTou-
Hblit aptput (PA) [2].

Tabnuya 1. Muo3ant-cneynuyeckue u Muo3nNT-
accoynnpoBaHHbIe ayToaHTUTENa

Wpnonatuyeckue
Ne BocnanutenbHble
muonatuun

AyToaHTuTENa K

Sm, Ku, Pm/Scl, PHI,

1 Overlap-mno3ut Centr, Scl-70, Ro, La,

[OHK, AMA-M2
2 [lepMaToMMO3MT Mi-2, NXP, TIF-1y, SAE,
p MDA-5.

3 HekpoTuaupyLias SRP. HMGCR
muonartus

4 AHTUCUHTETa3HbII Jo-1, PI-7, PI-12, Zo,
CUHLPOM Ha, Ks.

5 Cnopaanyecknit Muo3nT SNT1A

C BKITKO4eHUAMU
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AnTu-Ku npencraBisiioT co6oii 0coOyto MOATpyNny Mu-
O3UT-aCCOIMUPOBAHHBIX ayTOAHTUTEN, BBISIBISIEMBIX Y TTalld-
eHToB ¢ UBM 1 ¢ aApyrumMu ayToMMMYHHBIMU 3a00JIeBaHUSIMU.
AnTu-Ku 06Hapy:KnBalOTCSI METOIOM MMMYHOOJIOTTUHTA, UM-
MyHodepMmeHTHOTrO aHamm3a (MMDA) u uMMmyHo3eKTpodopesa
(MDD) [3]. KonmuuecTBeHHOE onpenesieHre aHTh- Ku MmeTomamu
N®PA u UDD B Poccuiickoit @enepaliniv B HACTOSIIIICE BPeMst
He TIPUMEHSIETCS.

AHTu-Ku BriepBbie ynomuHarotcss B 1981 r. amoHcku-
MU aBTOPaMU, OMMCABIIUMHU CIydail cOueTaHUs MOJTUMUO3U-
ta ¢ CCJl [4]. Hekotopoe Bpemst aHTU-Ku cunrtanuce mapke-
POM MMEHHO 3TOTO MepeKpecTHOro cuHapoma. Briocinencrsuu
CTaJIO SICHO, YTO OHU OOHAPYKMBAIOTCS TIPU IIUPOKOM CIIeK-
Tpe 3a00JieBaHUI COSAMHUTEILHON TKaHU, BKIIIOYAsl MIUOTIa-
Tryeckuii pubpos serkux, CCJ, B [5, 6]. ®eHomeH PeitHo
(®P), mopaxeHre MBIIII] U CYCTABOB SIBJISIIOTCSI HanboJee Ja-
CTBIMU KJIMHUYECKUMU TTPOSIBJICHUSIMU, ACCOLIMUPYIOIIUMMCS
¢ antu-Ku. JlaHHble KIMHUYECKWE MPOSIBJICHUST HE SIBISIIOTCS
crienupUIecKNMU U HAOTIONAIOTCS TaKKe Y TAIlMeHTOB C aH-
Tutenaamu K Jo-1.

I1pu ucnoab30BaHUM UMMYHOOJIOTTUHTAa aHTU-Ku y ma-
uueHToB ¢ UBM BhisiBiisiiorcst B 2—33% ciyydaes [7, 8]. YacTtoTa
BBIsIBJICHUsT aHTH- Ku 1Tpu 3a60J1eBAHUSIX COSTMHUTEIBHOM TKa-
HU 3aBUCHUT OT psinia (HhakTopoB, BKIIOYASI TUM aQyTOMMMYHHOTO
3a00JieBaHUsI, STHUYECKYIO TPUHAIJIEXXHOCTh W Tpoune [9].
Hanpumep, y nauuenroB ¢ UBM cpennzeMHOMOpPCKOro perv-
oHa yactoTa BeIsBIeHnsT aHTU-Ku cocrasnser 12,5%, a B Ka-
Hazckou nonynsauuu — 23% [10, 11]. Camast BricoKast 4acTo-
Tta aHTU-Ku OblIa 3apeructpupoBaHa y OOJbHBIX U3 SnoHun
u adpoamepukaHiieB [12—14]. Y mauyeHTOB C MePeKPEeCTHBIM
cungpomoM IIM u CCJI ona cocrasistia 19% ripu UCITONb30-
BaHUU UMMYHOOJIOTTHHTA.

AnTH-KUu OTHOCATCS K UMCITy aHTUHYKJICAPHBIX AaHTUTEN,
MO3TOMY Hajnmuune aHTU-Ku y TmanmeHToB ¢ CUCTEMHBIMM ay-
TOMMMYHHBIMU 3200J1€BAHUSIMU COMPOBOXKAAETCS TO3UTUBHO-
CTBIO M TI0 aHTHHYKJIeapHOMY pakTopy (AH®D) Hep-2 [15]. AH-
ti-Ku MOTyT OBITh €MMHCTBEHHBIM BapUaHTOM ayTOAHTUTE,
0OHapyXXEeHHBIM y MallMeHTa WJIX MOTYT COYETaThCs C pasiuy-
HBIMU OpyruMU ayroaHntutenamMu. CoolIasoch 0 YaCTOM BBI-
sABJeHUU aHTU-Ku B KOMOMHALIMKM ¢ aHTUTEJaMU K Sm (aHTH-
Sm), Ro (antu-Ro/SSA) u La (antu-La/SSB) anturenam [16].

ITposenennsrii L. Spielmann u coaBt. [17] KiracTepHBIit
aHaJIN3 TI03BOJIVII BBIIETUTD IBE PEIKO ITePeCeKarOIINecs IO -
IPYMIbl MALUEHTOB, MO3UTUBHBIX MO aHTU-Ku: ¢ aHTUTE1aMU
Kk aBycrnimpanbHoii IHK (antu-nc/IHK) v ¢ moBBIIIEHHBIM
ypoBHeM kpeatnHdochokuHaszsl (KDK). [Tepsast moarpymnmna
OTJIMYAETCSI BHICOKOM YaCTOTOW Pa3BUTHUS LIMTONECHUM, 2pU-
TEMBI B 00JIACTU CKYJI, TTIOBBIIIIEHHBIM PUCKOM Pa3BUTHUS TJIO-
Mepy/loHedpuTa U MO KIMHUYECKUM MPOSIBICHUSM CXOXa
¢ CKB, B TO BpeMst KaK BO BTOpPOIi ITOATPYIITE OTMeUYaeTcs 60-
Jiee BBICOKMI PUCK Pa3BUTHSI MHTEPCTULIMAIBEHOTO 3a00JeBa-
Hus nerkux (U3J1).

Anturen Ku (Ku70/Ku80) mpencraBnser coboit JTHK-
CBSI3BIBAIONINIT  OEJIOK, KOTOpBI UrpaeT GyHIaMEHTATb-
HYI0 poJib B penapauuu asyxuenoyeuHoi JJHK [18]. [IByxieno-
YeyHbIe Pa3pbIBbI, BOSHUKAIOIINE TIOJ] BIMSHUEM TeX WU UHBIX
TAaTOJIOTMIECKUX BO3IENCTBUIA, — CAMBbIE OTIACHBIE TTOBPEXKICHMS
JAHK, mockonbKy OHU MPUBOISIT K MOTEpe FeHETUYEeCKOM MH-
dbopmaimu 1 xpomocoMHBIM miepecTpoiikam [19]. Kpome Toro,
PSIIOM C pa3pbIBOM MOTYT TIOSIBUTHCST JOTIOJTHUTETbHBIE TTOBPE-
KJIEHUSI, B pe3y/ibTaTe Yero BO3HMKAET KJIacTepHOE MOBPEXK/ie-
HIEe, KOTOPOE HEBO3MOXKHO HCIIPABUTH 0€3 CEPhe3HOro YIlep-
06a g JHK [20]. B penapauuu nBYXIEMOYEYHBIX Pa3pbIBOB
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W [ByxuenoyHas JHK
'MB@ W [1BOiiHOI Pa3pbIB

IMW W Ku-aHTUreH y3HaeT ABYXLIENOYHbIE KOHLbI
fmﬂmw Ku-aHTUreH CONMKXaeT ABYXLIENOYHbIE KOHLIbI
F &

J'W m Hykneasbl «nogpe3atoT» KoHubl [JHK
[W W [HK-nonumeps! 3aHOBO CUHTE3MPYIOT y4acTkn JHK

[ [HK-nnrasa «cwusaet» JHK

IMMJI){\B‘ LenocTHocTs [1HK BoccTaHoBneHa

Puc. 1. Mexaunam penapayun JHK n o6pasosarmne aHTu-Ku

Y4YacTBYIOT 1BA OCHOBHBIX ME€XaHHM3Ma: TOMOJIOTMYHAsI PEKOM-
OuHaus (B aKTUBHO JEJISILIMXCS KJIETKaX, I7ie B KauecTBe Ma-
TpULBI 11 TTOBTOpHOTo cuHTe3a yyactka JIHK ucrnonb3yercs
€ro KOIusi) ¥ HeroMmojormyHoe coenuHeHue KoHioB (HCK),
MeHee TOYHBI, HO OoJjiee YHUBEpCaIbHbII croco0. B mpoliec-
ce HCK nBe monekynsl Ku-anTureHa, momo6HoO 1BYM MOJIOBUH-
KaM MarHUTHOM 3aCTeXKHU, COMIKAIOT ABYIETIOYEYHbIE KOHIIBI
JHK B Mecte pa3pbiBa, yIep:KUBaOT UX BO BpeMs perapauu
U ciayxar «ratgopmoit» mis penapauuu paspbioB JJHK npy-
rumu Oesnkamu [21]. BepostHo, npu BeipadoTKe aHTU-Ku Ha-
pymatotest miportecchl periapau JHK, uto compoBokmaercst
MepecTpoiiKaMu, KOTOpbIe TPUBOIIT, B TOM YUCIE, K Pa3BH-
TUIO TSDKEJION ayTOMMMYHHOI Ttatosioruu (puc. 1) [22].

AHanu3 JaHHBIX JIUTEPATYPbl CBUAETENBbCTBYET O HEI0-
CTaTOYHOCTH CBEJEHUI 00 3TUX ayTOAHTUTEIaX U O HEOOXOAU-
MOCTH JaJIbHENIIETo Uccae0BaHUsI KIMHUYECKUX (DeHOTUIIOB,
acCOIMMPOBAHHBIX C HUMU. B cTaThe MbI MPUBOIMM COOCTBEH-
Hble HAOMIONEHUs TeueHUs 3a00JIeBaHUS y IBYX MAIMEHTOB,
TO3UTUBHBIX 10 aHTU-Ku, aHanmM3upyeM OCHOBHBIE KITMHUYE-
CKUe TIPOSIBJIeHUsT U 3(PEKTUBHOCTh PA3TMIHBIX BapUAHTOB
WMMYHOCYTIPECCUBHOM Teparu.

ITanuentka E., 42 rona, nedrot 3adoseBaHust 9 jeT Ha-
3a/1 ¢ nosieieHus ¢eHoMmeHa PeiiHo, nmonuHeliponatuu Kucreit
M CTOII, apTPUTA, MTPOKCUMATBHOM MBIIIIEYHON CJIAGOCTH U Cy-
xoro cuHiapoma. [IpuHMMana HecTepoOUIHbIE MPOTUBOBOCIA-
JIMTeNIbHbIE Mpernaparbl, 32 MEIULIMHCKONH MOMOILIbIO HE 00-
pamianack. B CBSI3U ¢ MOCTeNeHHBIM HayajaoM 3abo0sieBaHUS
K peBMAaToJjIory oOpaTuiiach TOJILKO uepe3 5 jieT. 3a 3TO Bpe-
Msl 3a00JIeBaHME MPOTPECCUPOBATIO, PA3BWINCH MOJIUAPTPUT,
BBIpaKeHHasT TTPOKCUMAaJIbHAsI MBIIIEYHAsT C1ab0CTh C HEBO3-
MOXHOCTBIO TIOAHSTH TOJIOBY OT TMOMYIIKW, BCTaTh Ha IIST-
ku. [lo pesynabraTaM WMMMYHOJOTUYECKOTO OOCIIeIOBAHMS:
AH® — 1:10240 (Hopma <1/160) (IIMTOTUIO3MATUIECKUIA THIT
CBeueHus1); peBMaTouaHblii hakrop (P®) — 176 ME/mi (Hop-
ma 0-20 ME/mn); antu-ncJHK >200 ME/mMn (Hopma
0—-20 ME/mn); aatu-Ro/SSA (+++); Th/To (+); antu-Ku
(+++); KOK — 933 En/n (Hopma 24—190 En/n); mpo6a Kym6-
ca (+). [lpy MyabTUCIIUPATIBbHOI KOMITBIOTEPHOI TOMOTrpa-
¢bun (MCKT) opraHoB rpyaHOi KJI€TKU BbIpaxkeHHbIEC U3Me-
HeHus: He oOHapyXeHbl. COCTOSIHME TpPaKTOBaHO B paMKax
CHUCTEMHOTO 3a00JieBaHUsI COEMMHUTENbHON TKaHu. bbina Ha-
3HAU€HA TIOJIMKOMITOHEHTHAsI WMMMYHOCYTIPECCUBHAs Tepa-
Musi C TPUMEHEHUEM TIYJIbC-TePAi MeTUIPETHU30JI0OHOM
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" 1uKIIodochaMuIoM, TIPETHNU30JIOH per os B 1o3e S0 MT/CyT.
C TMOCJenyoIUM MeJIeHHbIM CHUXeHreM. CyMMapHoO naiu-
eHTKa mojyuywia 9 r uukiaodocdamuaa, mocie 4ero mperna-
par ObLT OTMEHEH, MHUILIMMPOBAHA TepaIidsl METOTPEKCAaTOM
U TUIPOKCUXJIOpoXMHOM. Ha oHe cHUMXeHUs 03Bl TIIIOKO-
koptukounoB (I'K), HecMOTpst Ha pueM MeToTpekcara U I'v-
TIPOKCUXJIOPOXUHA, 3a00JieBaHHWE MPOrpecCUpoBao, IMOSIBU-
Jlach OJIbIIIKA, SI3BOYKM Ha KOHUYMKaX TajbleB cTorn. CyxocTh
BO PTY YyCHJIMJIACh, C(HOPMUPOBAIACH AICHTHS, PELIUANBAPOBAIT
cuajaieHuT, MosiBUIach cyxocThb B razax. [1o nanusiM MCKT
OpraHoB IPYIHOU KJIETKM yepe3 9 jieT oT Havasia 3abosieBaHus
BBISIBJICH MUHTEPCTULIMAbHBII THEBMOHMT.

[launenTka  BOepBble  OblIa  TOCIUTAIM3UMpPOBAHA
B ®I'bHY HUUP um. B.A. HacoHoBoii. [lo maHHBIM K-
HUKO-JJA00PaTOPHOTO OOCTIeOBaHUS TTONTBEPXKIEH TUATHO3
MEePEKPECTHOTO CUHAPOMA: TMOJMMO3UT COIJIACHO KpUTEpH-
saM A. Bohan u J.B. Peter 1975 r. [23] — MbllIeuHasi c1aboCTh,
MEePBUYHO-MBIIIICUYHBIE M3MEHEHUSI TI0 JaHHBIM 3JIEKTPOMU-
orpadun (OMT), nobiieHue ypoBHs KDPK no 1562 en/x;
CC[ cornacHo kputepusiMm 2013 r. [24] — MIOTHBIA OTEK KU-
creit, @P, kamuuigpockonuueckue msmeHenus; Bl corma-
CHO KpUTEepUsIM AMEpUKaHCKOI KoJuleruu peBmatosioron/EB-
POIIEMCKOTO abssHCa peBMaToJloTu4ecknx accounanuii (ACR/
EULAR, American College of Rheumatology/European Alliance
of Associations for Rheumatology) 2016 t. [25] ¢ mopaxeHueM
CJIIOHHBIX Xese3 (PeLUAUBUPYIOIIME MapOTUThl, CTOUKUI CH-
QIAICHUT JIEBOM OKOJIOYLIHOM KEJe3bl, KCEPOCTOMMUS, TOJHAS
afeHTHS, CUAIAACHUT 10 pe3yJibTaTaM OMOIICMM MaJIbIX CITHOH-
HBIX 3KeJie3), TIOpaKeHUeM CIIe3HBIX Xelie3 (TUMOJaKpUMUS
2-1i cTenieHn), BHeXene3ucTbiMu nposisieHussMu (U371, Oyies-
Hble U3MEHEHUSI JIETKUX). BbISIBICHBI MUMMYHOJIOTUYECKKE Hapy-
mweHust (antu-Ro/SSA>200,0 En/mi; PO — 197 En/mn; AHD-
Hep2 — 1/2560; runepummyHoriodymHemust: IgG — 25,5 r/m;
anTu-Ku (+++)), BbicOKass aKTUBHOCTb 3a00JIeBaHUsI. YUUThI-
Basi HemocTaTouHbIi 3 dekT oT Bhicokux no3 I'K (50 mr/cyr.),
mukiodochamuaa (cymmapHo 9000 Mr) ¥ mpuHMUMasi BO BHU-
MaHHE COXPAHSIOIIYIOCS BOCIAJIUTEbHYI0 aKTUBHOCTD, OBLIO
MPUHATO pelIeHWe HayaTh JiedeHue putykcumabom 2000 mr
CyMMapHO B coyeTaHUU ¢ MuKodeHanara modermiom (MM D)
2000 mr/cyt. Ha doHe Tepanuu B TedeHUe 6 MecsIlieB OTMede-
Ha TMOJIOXUTebHAsI IMHAMUKA: YMEHbBIIUIUCH 00JIb U CKOBaH-
HOCTb B CyCTaBax, KyITMpPOBaH apTPUT, CHU3WIIACH TabOpaTOpHast
akTuBHOCTH (ypoBeHb KDK ymenbmmics ¢ 1562 no 199 En/n,
cKkopocTh ocenanust aputporuToB (COD) — ¢ 88 no 16 Mm/u),
no3y I'K ynanoch CHU3WTh 1O MUHUMAJIbHOM MOMAIEPKMBaIO-
et — 4 MI METWIITIPETHU30JI0HA B CYTKU.

Pe3wme

VY naumentku E. 42 ner. umeer mecto couetanue UBM,
CCJI u BIII. OcobeHHOCThIO Citydast SIBJSIETCS] BBICOKAST PE3U-
CTEHTHOCTh K TpOBOAMMOI Tepanuu. HecMoTpst Ha eueHme
BeicokuMu no3amu ['K (MakcumanbHO 50 MT/CyT.) B COUETaHUUT
C UMMYHOCYTTPECUBHBIMM TpernapaTamMu (MeTOTpeKcaT, LIMKJIO-
docdhamua, THAPOKCUXIOPOXMH), IIMTEJILHOE BpPeMs coxpa-
HSUTach BBICOKAST KIIMHUKO-J1a00paToOpHast aKTUBHOCTD. TOJbKO
yepes 6 MecsILeB TMOocie Ha3HAuUeHUsT aHTU-B-KJ1eToYHOI Tepa-
TIMY C COXpaHEeHWEeM Jetutelinu B-kireTok B couetanuu ¢ MM @D
YIAJIOCh JOOUTBCSI CHUXKEHUSI BOCTIAJIUTENIbHON aKTUBHOCTH,
HopManmmzaumu COD, comepxkanus KDPK un C-peakrnBHO-
ro 6enka (CPB). Kpome Toro, y maueHTKM OBbLIA KyIHApOBa-
HBI MBITIIEYHAsT cJTa00CTh U apTPUT, YBETUIUIACH IBUTATETHHAS
aKTUBHOCTb.
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IManuenTka O., 68 yer, ne6loT 3a0oyeBaHusI 6 JIET Ha-
3aJl C CyXOro CUHAPOMA, MOSIBJIEHUS] TeMOPParuyeckKoi ChIlmu
Ha KOXe KOHeuHocTei, apTputa, ®P. K Bpauam He ob6pa-
ajgach, Tepamuio He Tolydaia. YXYAIICHHEe COCTOSTHUS
yepe3 5 JIeT — pa3BUTHE JIEBOCTOPOHHETO MapoOTUTa, BEICOKOM
BOCTIAJIUTEbHOM aKTUBHOCTU (JeiikouuTo3 no 13,84 Thic.;
COD—65mMm/u; CPBb—768 mr/i1 (HopMa 10 5 Mr/J1); 0011 Ge-
oK — 104,1 r/n (Hopma 66—87 r/n); y-rmodyaun — 37,9%
(Hopma 1o 19%); KOK — no 370 En/n (Hopma 24—190 En/m);
K®K-MB — 39,2 En/n (Hopma o 25 En/m)). ITpu uMmyHoIT0-
rudeckoM obcnenoBanuu: IgG — 34,5 r/n (Hopma 7—16 r/n);
C4 — 0,074 v/a (ropma 0,1-0,4 r/m), AH®-Hep2 — 1/1280;
o6Hapyxensl aHTu-Ku (+++); PO — 8192 ME/Mn (Hopma
no 20 ME/mn). Auturena x Scl-70, PHII-70, Jo-1 anTu-nc-
JAHK, antu-Ro/SSA, antu-La/SSB, aHTHLIEHTpOMEpHBIE
aHTUTENa, aHTUTEIA K MUKINIECKOMY HUTPYUIMHUPOBAHHO-
My TeNTUIy He ObLIM BBISIBJIECHBI. B 3TO Xe Bpemst pa3BuBa-
ercst U3J1. ITpu MCKT opraHoB rpyaHoi KJIE€TKU BbISIBJICHbBI
YIJIOTHEHUS MO TUIY MaTOBOIO CTeKja, yCUJIeHue U aedop-
Mallysi JIETOYHOTO PUCYHKa IO WHTEPCTUIIUATIBHOMY THITY
B 0aszajbHbIX oTnesiax Jerkux. Ilpu sxokapauorpacduu 00-
HapyXeH He3HAYWTEeJIbHBIM BBHITIOT B TIOJOCTH IlepuKap-
na. Kanuniasipockonusi — MUOMaTUYECKUM TUI B COYETaHUU
CO CKJIEPOACPMUYECKUMU U3MEHEHUSIMU.

CormacHO MeXIYHapOIHBIM KPUTEPUSIM, YCTAHOBIIEH
NIMAarHO3 TMePeKPecTHOTO CUHAPOMAa — TOJTUMUO3UT: TTPOKCH-
MaJibHasl MbIILIeYHasl ¢J1aboCTh, MoBbIecHNE ypoBHI KDK, ac-
MmapraTaMUHOTpaHcdepasbl, alaHMHaAMUHOTpaHCc(epasbl, JTak-
tataeruaporeHassl (JIJ1I'), mepBUYHO-MBIIIICUHBIE U3MEHEHUST
no naHHeiM OMI. BeisiBnensr CCJl (umutupoBaHHast ¢Gop-
Ma), ckieponakTuiaus, P, U3J1 (DLCOc 52%), mopaxkeHue
cepaua (MUOKapaUT, HapylIeHUe pUTMa Ceplla — JacTasi xKe-
JIyIOUKOBast M HaKelyaoukoBast aKcTpacuctonust). BII Bbi-
COKOIl aKTMBHOCTH C TOpPaKeHUEM CIIIOHHBIX Xeje3 (cuaa-
NIEHUT Mo pesyjbTaTam ouorcuu, kcepocromus 111 crenenu),
a3 (Cyxoil KepaTOKOHBIOHKTUBUT, SMUTEINATbHAS TUCTPO-
¢usa 1-I1-it craguu, runonakpuMust 2—3-if CTeNieHM), MMopa-
KEHUEM COCYIOB (pelMINBUPYIONIAst TOJTMKIOHATbHAS TUTIEP-
rammarjiooyaMuHemMudeckasi myprypa). KMMMmyHosioruueckue
n3MeHeHus: aHTu-Ku, mosutuBHocTh 110 PO 1 AH®-Hep2.

ITpoBogunach MMMYHOCYIIpECCUBHAS Teparmuss METHII-
MPETHU30JIOHOM | IMKiIodochamMuaom (cymMMmapHass no3a
7600 mr). HecMOTpst Ha MaCCUBHYIO UMMYHOCYITPECCUBHYIO Te-
parnuio, COXpaHsUIMCh reMOopparuyeckue BBICHITIAHUS Ha Bep-
XHUX 1 HIDKHUX KOHEUHOCTSIX, KallleIb, OIBIIIKA TTpU DU3nue-
CKOI1 Harpy3ke, oTpuliatesibHas nuHaMuka 1o faHHbiIM MCKT
OpraHoB I'PYIHOI KJIEeTKHU (pUc. 2), CTOMKOE yBeJUYeHHEe Tpa-
BOIi OKOJIOYIIIHOM CIIIOHHOM kene3bl (puc. 3). B cBsi3u ¢ mo-
IO3peHUEeM Ha Hajauyue JuMdorpoudepaTuBHOIO 3a00-
JieBaHUs Obla MpoBeJeHa OUONCUS YBEJUYEHHOU XeJe3bl.
ITo pesynbraTaMm MOpPGhOIOTMYECKOr0, MMMYHOTMCTOXUMU-
YECKOro HCCIeNOBaHUsI BepUMUUMPOBAH XPOHUYECKUI CH-
anoaneHUT ¢ ¢opmupoBaHueM MALT (mucosa-associated
lymphoid tissue). [Ipu mabGoparopHoM obGciemoBaHUM 0Opa-
mano Ha cebs BHMMaHue mnosbiieHne COD no 140 mwm/4,
ypoBHs1 ob1uero 6enka 1o 90 r/n (Hopma o 87 r/1), MoBbILIe-
Hue y-dpakunu 6enkos g0 30%, JAT — no 313 Ex/n, KOK —
o 1167 En/n (Hopma 1o 190 En/n), CPb — no 52 mr/n, PO —
1o 1050 ME/mi, 1gG — no 28 r/a (Hopma o 17 /).

Ha pmanHoM 3Tame Oblla MHULIMMpPOBAaHA Tepamusi pu-
TykcumaboM 1000 Mr BHYTpMBEHHO (B/B) KameJbHO C TIpel-
BapUTEJIbHBIM TpoBefeHUEM Iuiazmadepe3a No 3, B/B BBe-
nenuem umkiodochamuaa 800 mr. B ganbHeitieM Tepanus
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Puc. 2. MynbtucnvpanbHas KOMIbKOTEPHAS TOMOTPAahus OPraHos rpyaHoi KnetTkn nayneHTim 0.
(2019 r.) fo Ha4ana perynspHou Tepanun PUTYKCUMab oM. UHTEPCTULNATbHO-GONOPO3HbIE U3ME-
HEHUS 060MX NIETKUX C HANININEM TPAKUNOHHbIX OPOHX0IKTA308 NPEUMYLLECTBEHHO B HUXHUX

0T/1eN1ax; PacLUMpeHne MULLeBoa; MPU3HAKN JIEr0YHON runepTeHsum

uukioochaMuIoMm U PUTYKCUMAOOM ObLla MPOIOJIKEHA.
3a Bechb mepuoja OOJe3HM MalMEeHTKa MOJIyyusiaa CyMMapHO
20 800 mr uukinodochamuga, B gajbHEUIIEM TpernapaTr Obul
3ameHeH Ha MM®. [lociie HeCKOIbKMX JIET HEIPEPBIBHOM Te-
panmuu puTyKcuMaboMm ¢ cobmoneHreM neruienuu B-mumdo-
uToB B coueTannu ¢ MM® 2 r/cyT. cocTosiHUEe TTAllMeHTKU
CTaOWJIM3UPOBAJIOCh: MAPOTUT HE PELUUAUMBUPOBAT, KYMUPO-
BaJMCh HapyLIEHUsI pUTMA, BACKYJIUT, apTPajlruu, yBEIUYU-
Jlach MbIIIIEYHAs CUia, yMEHbIINIACh CTA00CTh, HOPMaInu30Ba-
Jmch JabopaTtopHble mokazatenn: COD, CPb, KOK.

Peswome

IMauueHTKa ¢ MEPEeKPECTHBIM CUHIPOMOM C COYETAaHU-
eM CCJl mumutupoBaHHOI (opMbl, momumuosuta u BIII,
acconmupoBaHHbIX ¢ aHTU-Ku. Teuenue 3aboneBaHUsT CO-
MTPOBOXKIAIOCH TSDKETBIM MTOPakKeHUEM JIETKUX U cepila, pe-
LMAMBUPYIOIMM BacKyauToM. OTMeyascss HeIoCTaTOYHBIN
apdexkr Tepanuu uukiodochamusom u I'K. HenpepbiB-
Hasl Teparnusi pUTyKCUMaboM B couetaHuu ¢ MM® B TeueHue
HECKOJIBKUX JIET [TO3BOJISIET COXPAHSITh HU3KYI0 aKTHUBHOCTB 3a-
GoJieBaHUS C HOpMaTU3alluell CepIevHoro puTMa, 6e3 perunm-
BOB cuajiafieHuTa u rnporpeccuuponanust M3J1.

O6cyxpaeHue

Hecmortps Ha To, yTo aHTU-Ku 00HapYXUBAIOTCS MTPU 11K~
POKOM CIIeKTpe ayTOMMMYHHBbIX 3a00JIeBaHUI, UX paccMaTpu-
BalOT B MEPBYIO ouepelb B KayecTBe Mapkepa MepeKpecTHOro
cunapoma UBM/CCII [26]. OcoOeHHOCTbIO IMPeaCcTaBIEHHbIX
B CTaTbe CIIyJaeB siBsieTcs Hanmmure y namurentos BLI B cove-
TaHUU ¢ TiepekpecTHbIM cuaapomom MBM/CC/. Cyxoit cuH-
JIPOM ObLT OTHUM U3 MEPBbIX KITMHUYECKUX MTPOSIBIEHUI Y 00erx
MalEHTOK.

B nutepatype onucaHo He Oosiee 50 ciyyaeB codeTa-
nust Bl ¢ antn-Ku. Tonbko 18 M3 HMX COOTBETCTBYIOT COB-
peMeHHBIM Kputepusm cuHapoma Illerpena ACR/EULAR
2016 1. [25]. BOJIBIIMHCTBO TAKMX CJTy4aeB MPEACTABICHBI B HC-
cnenosanuu L. Spielmann u coast. [17], B TO BpeMsi KaK B Ipy-
rux padorax no Ku-cuHapomy npeactaBieHbl TULIb eIMHUYHbIE
caydau BIII. B otnnuume oT G0JbIIMHCTBA CIyYaeB, OMMMCAHHBIX
B JIUTEpAType, Y OMHOU 13 HAOTIOMABIINXCS HAMU MAIIMEHTOK
otcytcTBOBaM aHTH-Ro/SSA n antu-La/SSB u umenuce muib
U30JIMpOBaHHble aHTU-Ku Tpu BBICOKOMO3UTUBHOM TUTpE
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Pue. 3. Naynentka O.: cToviknii cnanaze-
HUT, Hannyne MALT-Tkanu o pesysibra-
Tam 6MONcun 0KOJIOYLLIHOW Xee3bl

AH®, onqHako OHa IMOJHOCTHIO COOTBETCTBOBAJIA MOCIICIHUM
kputepusim BIII ACR/EULAR 2016 .

BaxkxHO OTMETUTH TaKKe MPOrpeAMEHTHOE Havyaslo 3a00-
JIeBaHUS B 000uX cirydasix. OT MepBbIX CUMIITOMOB JIO pa3Bep-
HYTON KJIMHUYECKOM KapTMHBI M OOpalleHUs] K PeBMaTOJIOTY
MPOIIJIO OKOJIO 5 jieT. B To ke BpeMsi pa3BepHyTas KapTUHA
3a00JIcBaHMST OTJIMYaIach pepakTepHBbIM K Tepaliiyi TCUCHU -
eM 1 TpeboBaa Ha3HAYeHUS] MAaCCUBHON MMMYHOCYIIPECCUB-
HOI1 Teparnuu ¢ MpUMEeHEHUEeM PUTYKCUMata 1Jisl KyIIMPOBaHUs
KJIMHUKO-BOCTIAJIUTEIbHON aKTUBHOCTH.

[To HEeKOTOPBIM JaHHBIM, MAlMEHTHI ¢ aHTU-Ku mMmeroT
0COOBIN KIMHUYECKUI (PEHOTUII, MO3BOJISIIOIIUNA OTINYUTH
HUX HE TOJBbKO OT OOJIbHBIX 1€PMATOMUO3ZUTOM, aHTUCUHTETA3-
HBIM CUHIPOMOM, MMO3UTOM C BKITIOYCHUSIMU, HO U OT TaIy-
€HTOB C IPYTUMU MHUO3UT-aCCOIIMUPOBAHHBIMU aHTHUTETAMH,
TakuMu Kak aHTu-Pm/Scl unu antu-U1PHII. Hanpumep,
JUI TIaLMeHTOB ¢ aHTU-Ku xapakTepeH ocoOblil MmaTTepH Io-
paXkeHUsI MBIIIL C BOBJICYEHUEM HE TOJBKO IPOKCUMAIIb-
HBIX, HO W OUCTAJbHBIX TPYIIT MBI KOHedHocTei. Kpo-
Me Toro, 0Gojiee 4eM y IOJOBUHBI MAIlMEHTOB, MO3UTUBHbBIX
no antu-Ku, passuBaercs M3JI. B otmmyune ot GOJBHBIX Iep-
MaTOMMO3UTOM, JUISI JaHHOW TPYIIIIBI MMAallMEHTOB HE CBOWMCT-
BEHHO HaJuMyue TaKWX BapUaHTOB MOPaXKEHUsT KOXM, KakK Ia-
nyabel [OTTpoHA WM reIMOTPONHAS SpUTEMA U KaJIbLIMHO3 [2].
B mpencraBieHHBIX HaMU CIIydasix HE OTMEYajioch 0COOOTO
MaTTepHa MBIIIEYHOTO MOPaXeHUsI, He ObUIO BOBJICUCHUS M-
CTaJbHbIX TPYTII MBIIIILI.

CCl y maimeHTOB ¢ aHTH-Ku Takke nMeeT CBOM 0COOEH-
HOCTH. JIaHHBII BUI aHTUTE]T TIPEUMYIIIECTBEHHO BCTPEUaeTCs
pu TuMuTHpoBaHHoOM hopme CCJ, a He ripu auddy3Hol |26,
27]. CCJI B TakMX cllydasix XapakKTepu3yeTcsi MEHbIIMM KOJIU-
YECTBOM ITUTUTAJIBHBIX SI3B TPU BBIPAKCHHOM KIMHUYECKOM
CUMMNTOMATHUKe MUO3UTa, BBHICOKOI yactore aptputa u M3JI
1o cpaBHeHUIO ¢ uzoaupoBaHHO CCJl ¢ aHTUILIEHTPOMEPHbI-
MU aHTuTeNnamu [23].

TpynHOCTH B IMarHOCTUKE MalMEHTOB ¢ aHTU-Ku Bo3-
HUKAIOT, TTOCKOJIbKY YacTh U3 HUX HE COOTBETCTBYIOT MMeE-
IOIIMMCSI KPUTEPUSIM U HAOJIIONAIOTCSl ¢ TMAarHO30M Heaud-
(epeHIIMpPOBaHHOTO 3a00JIeBaHUS COCIMHUTEIbHON TKaHU
(H3CT), nubo rnmoromy 4To Takue MauueHTbl COOTBETCTBYIOT
KPUTEPUSIM HECKOJbKUX 3a00JIeBaHUII COENMHUTEIbHON TKa-
HU ogHOBpeMeHHO |2, 27]. UccnenoBanue H.M. Cooley u co-
aBT. [6] BKII04aio 24 60J1bHbBIX ¢ aHTH-Ku, 9 13 HUX COOTBETCT-
BoBasiu kputepusim CKB, 4 —kputepussm CCJL, 1 —kputepusim
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NUCKOUMHOI BOJYAHKU, 3 — KpuTepusim PA, u 'y 7 6bu10 nu-
arHoctupoBaHo H3CT. B aroii rpynne y 19 u3 24 nauueH-
ToB Habmonancsa ®P, y 15 — apTpuT (HO TOJBKO y OTHOIO
apTpUT ObUT BPO3UBHBIM), ¥ 11 ObUIM CUMIITOMBI MUILEBOI -
Horo pedutokca. ¥ Bcex MalMeHTOB OOHApPYXXEHbI aHTUHY-
KJleapHble aHTUTeNa B TUTpe Gosee 1/640 MeTomoM HempsIMOit
UMMYHOMIIyOpeCIieHIINU, Y TPEX BBISIBIIEHBI TaKXKe aHTU-Ro/
SSA, y nByx — autu-U1PHII, y omHOoro — aHTUTENa K TOIO-
n3omMepase-1 u aHtn-Ro/SSA. 1. Cavazzana u coaBt. [28],
AHAIM3UPOBAIM PACTIPOCTPAHEHHOCTh U KIMHUYIECKHUE OCO-
OEHHOCTU TMO3UTUBHBIX MO aHTU-Ku manueHToB. OCHOBHBI-
MM KIMHUYECKUMU MPU3HAKaMM, OOHAPYKEHHBIMU y 3THUX
mareHToB, 6buti M3J1, Muo3uT, cyctaBHble cuMITOMbI, ®P
u cyxocTb. AHTU-Ku GblTM 0GHApYXeHBI JIUIIb B 2% ciiyyaeB
npu uccienoBanuu 7239 AH®-1010XUTeIbHBIX CBIBOPOTOK
U BBISIBJISLIUCH Y 2% nanueHToB ¢ auarHozom CCJ, y 1,8% —
¢ nuartno3om CKB ny 1,8% — ¢ nuarnoszom H3CT, Heckob-
ko pexe — npu BII u PA. U3onupoBaHHbie aHTH-Ku ObLIN
oOHapyxXeHbl npuMepHo B 47% cnydaeB. MHTepecHO OTMe-
TUTh, YTO B TIEPBOM M3 MIPEICTABICHHBIX HAMU CIyJasieB, IMO-
MUMO aHTH-Ku, y maltmeHTKM ObLUIH BBISIBJICHBI aHTH-R0/SSA
u aHTu-1ncJIHK B BEICOKMX TUTpaX, B TO BpeMsI KaK BO BTOPOM
cllyyae onpenesisyiuch ToJbKO aHTU-Ku.

Oc00EHHOCTBIO MTPECTABJICHHBIX HAMU CJIy4aeB SIBJISIET-
sl TIOJIMCUHIPOMHOCTD M COYeTaHUe y OOJIBHBIX TIEPEKPECTHO-
ro cunapoma (ITM, CCJ, BIII) ¢ antu-Ku. [Tpu aTOM nrarHos
KaXXI0i HO30JIOTMYECKOM (hOPMBbI, BXOISIIEH B EPEKPECTHDIM
CUHIPOM, ObLT JOCTOBEPHBIM. B 000MX KIIMHUYECKUX CIIydasix
HaOoanack HepocTatouHas 3 (GeKTUBHOCTD BhICOKKX 103 'K
1 UMMYHHOCYITPECCUBHBIX ITPEINapaToB, TPY TOM XOPOILIUiA Te-
paneBTUYeCKMil 3P dHEeKT OTMEUeH JUIb Ha (hOHE IIUTEIbHOM
aHTH-B-Kki1erouHoit Tepanuu B couetaHnu ¢ MM®. B pabdote
M. Casal-Dominguez 1 coaBT. [2] yTOMUHAIOTCSI BAPUAHTHI TE-
panuy MaiyeHToB ¢ pa3TnYHBIMA (hOpMaMU MUO3MTA, B TOM
yucie ¢ antu-Ku, ogHako, K coxxajeHu1o, nHgopmarius 1o a¢-
(GeKTUBHOCTHU 3TUX METOJOB Tepariy HUKaK He TIPeCTaBlIeHa.
HMeroTcst cBeIeHUsT O JISTKOM TeUYeHMM BOCTIAJIMTEIbHOM MU-
ornaTtuu U BbicoKoi addekruBHocTr 'K B oTHOMIEHUM Mopa-
SKEHUSI MBILIL Y TALUEHTOB ¢ aHTU-Ku, Mpu 3TOM nopaxxeHue
JIETKUX SIBJISIETCS TSKeNIbIM U peppakTepHbiM K 'K, kak 'y nma-
nueHToB ¢ aHTu-PM/Scl [20]. B npenctaBieHHbIX HAMM CITy-
yasgx TSOKECTh COCTOSIHUS U pedpakTepHOcTh K 'K ObLIM 00-
YCIIOBJIECHBI B OCHOBHOM HE€ MBIIICUHBIMU TIPOSIBJICHUSIMU,
a BaCKYJIMTOM, KapaWTOM, TPOTPECCUPYIOIINM TMOpaxkeHUeM
JIETKNX M TIporpeccupoBaHreM BIIl ¢ pa3ButmeMm CTONKOTO
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cuananeHuTa B OMHOM ciydyae U cuananeHuta ¢ MALT-TkaHblo
B IPYTOM.

Takum o6pa3om, pedpakTepHbIii K Tepanuu MepeKpecT-
HBII CHHIPOM C COYETAaHUEM Y OMHOTO O0JIbHOTO, MO3UTUBHOTO
no aHTu-Ku, pa3InMyHbIX ayTOMMMYHHBIX 3200JIeBaHUI1, BKITIO-
yasgs UBM, CCJI u BIlI, moxeT ObITh 0003HaueH Kak aHTU-Ku
CUHIPOM.

AnTu-Ku cuHapom nomkeH ObITh 3aM0103peH MPU HaM-
yun y 6oabHOoro CCJI 60516€ MSATKOTO (D¢ HOTHITa KOKHOTO U CO-
CYIUCTOTO TIOpakeHMsI, BBICOKOTO THTpa Kpamyatoro AHD,
YacTO C SIAPBINIKOBBIM PUCYHKOM, HO B OTCYTCTBMM JPYTUX
cneunduunbix st CCJI anturen. [pu BoisiBIeHUM aHTH-Ku
BaXXHO MTPOBECTU CKPMHUHTOBOE obcienoanue Ha M3J1 [29].
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3200JIeBaHMSI ¢ HEOJATOTIPUSATHBIM ITIPOTHO30M, OTIMYAIOIITUIACS
BBICOKMM PHUCKOM Pa3BUTHSI TSDKEIBIX OPTaHHBIX MOPAXKEHUIA,
pesucteHTHOCTHIO K ['K 1 1tuTocTaTiueckM mpermaparam.

YuuTeiBasi, YTO pa3IUYHBIE MUO3UT acCOLMMPOBAH-
HBbIE aHTHUTEJIa ONPENEISIIOT pa3Hble KIIMHUIECKUe (HDEHOTHIIHI,
MOXHO TIPEIIOJIOXUTh, YTO B OYIyIIUX cCXeMax Kiaccuduka-
uuu UBM cunapom antu-Ku Oyner npusHaH OTACTbHBIM IO~
TUIIOM MMO3UTa Hapsiay ¢ cMHApoMoM aHTu-PM/Scl u cuH-
npomom antu-UI1PHII.
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