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Pesiome

HecmoTpsi Ha 60AbLIOE KOAUHYECTBO OMYOAMKOBAHHbIX MCCAGAOBAHUI MO M3yYeHUIo cucTemHoi ckaepoaepmmun (CCA), BBICOKMIA prcK
pasBUTMS AMMCPOM MpM AaHHOM 3ab0AeBaHMM, CBA3b MX pasBUTMs C onpeaereHHbiMM cybtunamm CCA u cneuncpuyeckumm
CKAEPOAEPMUYECKMMM ayTOAHTUTEAAMM AO HACTOSILLErO BPEMEHW AUCKYTUPYETCS B AUTepaType.

LleAb. MpeaocTaBuTb AeMorpahuyeckyio, KAMHUYECKYIO, AaBOPATOPHYIO M UMMYHOAOTMUYECKYIO XapaKTePUCTUKY TPynMbl MaLMeHToB C
couetaHnem 6onesHn LerpeHa (bW) n CCA u AMarHOCTUPOBAHHBLIMM OHKOFeMAaTOAOTMYECKUMM 3a60AEBAHUSMM; OXapaKTepu3oBaTh
MopchoAOTrHUECcKMe/MMMYHOMOPOAOTMUECKME BapUAHTBI U TeHeHHe HEXOAKKUHCKMX AMMdom (HXA), passusalowmxcs npu codetaHmnm
AQHHbIX peBMaTHUuecknx 3aboaesanui (P3).

Marepuaabt u metoabl. B 1998-2018 rr. 8 OIBHY «HWM peBmatororn um. B.A. HacoHosoi» 13 naumeHTam (My>kumHbl — 1, SKeHwmHb — 12)
C KAMHMKO-AaBGopaTopHbiMu nposiBAeHusimu BLLL (12) u CCA (13) AnarHOCTMpOBaHbI pasanuHblie AUMGONPOAUEPATUBHBIE HAPYLIEHMS.
B 3 cAyuasx HabBAIOAAACS MHAYLIMPOBAHHBINM BapuaHT paseutus P3: 1 — ancppysHas Guictponporpeccupyiowas chopma CCA, 2 — Bl B
coueTaHnn ¢ AummuTpoBaHHomn popmort CCA MocAe XMMMO- 1 Ay4eBOM Tepanum AMMcpombl XoaxkkuHa (1), B-kaetounon HXA (1) u CR
MOAOUHOM xeAe3bl (1). Mepble 2 cAydas MCKAIOYEHBI M3 aHAaAM3a, Tak Kak pa3BuTHEe AMUMCOM naToreHeTuyeckn He cesizaHo ¢ P3. M3 11
MauMeHTOB C AMMPOMNPOAMChEPATUBHBIMU HapyLeHHsIMU Y 10 MOCAE AAUTEALHOTO TeueHust P3 (0T 5 A0 24 AeT, MeanaHa — 9 AET) AMarHOCTUPOBAHbI
HXA [MALT-AMcpOoMa OKOAOYIIHBIX CAIOHHBIX XkeAe3 (OYCXK) — 7, anccemnHmposaHHeiin BapuaHT MALT-anmcpom (DMALT-2) u DMALT-
AMMdoma ¢ TpaHcpopmaument B andppysHyto B-kpynHokaeTouryto Anmdomy (ABKKA) — 1]. P3 aebiotnposaan ¢ peHomeHa PeitHo (DP) y
64,5% v nposiBaennit bLL 'y 45,5% naunenToB B Bo3pacTe A0 50 AeT (MeanaHa — 46 AeT) y 80% Au. [porpeccupoBaHme CTOMAaTOAOrMUYeCKMX
nposisAeHnit bl xapakTepnM3oBaAOCh PeLMAMBUPYIOWMMM MapoTUTamn Yy 36%, 3HaunTeAbHbIM yBeAndeHnem OYCXK ¢ maccusHow
MHUABTPALIMEN MAABIX CAIOHHBIX >keAe3 (MeanaHa 200 KAeToK B roae 3peHus) y 100%, TsikeAoi KcepocTomuent y 70% c passuTHem
BHEXEAE3UCTbIX MOPAXEHMIT U AMMdpaaeHonatn y 50% naumertos. Teuenune ammutrpoBarHoi dopmbl CCA (ckaepoaakuans/®P — 90%)
XapaKTepU30BaAOCh PA3AMUHbIMU BapUaHTaMM KanMAASPOCKONMUECKMX HapyLLIEHNI C MUHUMAABHBIMU (DYHKLIMOHAAbHBIMMU M3MEHEHMSIMM ACTKMX
M HE3HAYNUTEAbHBIM MPOrPECCMPOBAHMEM M3MEHEHUI MPU AAUTEALHOM HabAIOAEHUM (MeAmaHa — 22 roaa). Beck cniekTp crieumdpmuecknx As
CCA (aHTHUEHTpOMEPHble aHTUTeAa — 60%, APHKIT (aHTiTea k pubHykaeonpotease Ill) — 30%, Pm/Scl — 10%, 3a UCKAIOUEHWEM aHTHUTeA K
Tonousomepase 1), a Takxke arst B aytoaHtuTea [aHTn-Ro/La — 70%, PD (peBMaTonaHbIn dhaktop) — 90%], BBISBASIACS Y MaLMEHTOB C
coyeTaHnem AaHHbIX P3.

3akAtouenue. bl yacTo couetaetcsi ¢ AUMUTHPOBaHHbIMK chopmamn CCA HE3aBUCMMO OT TUMA BbIIBASIEMbIX Yy TOAHTUTEA. MIMEHHO HaAnuMe
BLU, Ho He AnmmuTHposaHHo CCA siBAsieTcst (DaKTOPOM BbICOKOTO pucka pa3sutis HXA B aaHHoW rpynne naumentos. Codetanue bLI c
AnMuTMpOBaHHOM hopmoit CCA HabAIOAAETCS NPEMMYIIECTBEHHO Y XKeHWWH (9:1) 1 XapaKTepu3yeTcsi HeyKAOHHbIM NPOrpeccMpoBaHiem
Bl c MEAAEHHBIM M MSTKMM TedeHneM AumuTUpoBaHHOM dopmbl CCA Ha NpoTsikeHUM BCero nepuoaa HabAloaeHHs. B-kaetouHsle HXA
pa3BMBAIOTCSA MOCAE AAUTEALHOTO (OT 5 A0 24 AeT, MeanaHa — 9 AeT) TedeHus P3 u anarHocTupytotcs B Bospacte ot 50 A0 60 AeT (MeanaHa —
59) y 70% nauneHToB. Pa3BuTHe TAKEABIX CTOMATOAOIMUYECKMX MPOSIBAEHUI 1 BbICOKAsi MMMYHOAOMMYecKast akTMBHOCTb bl cnoco6cTeyior
pa3BUTHIO AOKaAM30BaHHbBIX MALT-AMpOM (70%) 1 DMALT-AuMpOom (30%) € nepBrUtHbIM MOPaXeHUEM CAIOHHbIX XXeAe3 1 TpaHcopmaLment
B ABKKA npu HecBoeBpemeHHOM nx AnarHocTike. ONTUMaAbHBIM METOAOM MPOPUAAKTUKM paszBuTHs HXA B AaHHOI rpynne naumMeHToB
cuuTaloTcs paHHsis AmnarHoctuka BLW/CCA y nauuenToB, aebiotupylounx ¢ OP u kauHuueckux nposisaenuin Bll, HasHaueHne
aHTUAMMONPOAUEPATUBHON, aHTU-B-KAETOUHOM Tepanuu Ha paHHMX cTaausx P3. YuuTbiBas BO3MOXHOCTb TpaHcchopmatinm
AOKaAM30BaHHbIX HXA OYCXK B ABKKA, € LieAblo paHHel AMarHOCTMKM HEOGXOAMMO MPOBOAUTL MAaAOMHBA3UBHbIE XMPYpPruyeckue G1Uoncum
3HAUUTEAbHO yBeAnueHHbIX OYCXK A0 Ha3HaueHus FAIOKOKOPTUKOMAOB. BbisiBAGHME MOAOXMTEAbHOM B-KAETOYHOM KAOHAABHOCTM M
AMMpO3MUTEAMAABHOTO MopaxeHust B TkaHn OYCIXK no AaHHbIM GMOMCHMM CUMTAETCS NMPEAUKTOPOM pazBuTus MALT-AMMOMBI Npu
AMHaMMYECKOM HabAloAeHNN. AokaanzosaHHble MALT-Anmdombl OYCXK n DMALT-Anmcpomsl npu codetannn bLUI n AMMUTMPOBaHHOM
thopmbl CCA xopolwo oTBevaloT Ha Tepanuio B oTAnumne ot MALT-Anmdom, TparcdopmmuposarHbix B ABKKA.

Katouesble croBa: 6onesHb Lllerpeqa, cucTemMHas CKAGPOAPMUSI, HEXOAXKKMHCKME Aumpombl, MALT-Aumepombl, AnghebysHbie B-kaetoutbie
KPYNHOKAETOYHbIE AMMGPOMBI.
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Despite the large number of studies devoted to the study of systemic sclerosis (SSc), the high risk of developing lymphomas in this disease,
the relationship of their development with certain subtypes of SSc and specific SSc-associated autoantibodies is still debated in the literature.
Aim. To study demographic, clinical, laboratory and immunological characteristics of patients with a combination of primary Sjogren's
syndrome (pSS) and SSc and diagnosed lymphoproliferative diseases (LPDs); to characterize morphological/immunomorphological variants
and course of non-Hodgkin's lymphomas (NHL), developing in patients with these rheumatic diseases (RDs).

Materials and methods. In 1998-2018 at the Nasonova Research Institute of Rheumatology, 13 patients with clinical and laboratory
manifestations of pSS (12) and SSc (13) were diagnosed with various lymphoproliferative diseases (LPDs). In 3 cases, an induced RD was
observed: 1 case of a diffuse, rapidly progressive form of SSc, 2 cases of pSS in combination with a limited form of SSc after chemotherapy
and radiation therapy of Hodgkin's lymphoma (1), B-cell NHL (1) and CR of the breast (1) respectively. The first 2 cases were excluded from
the analysis, since the development of lymphomas is not pathogenetically associated with RD.

Results. Of 11 patients with LPDs, 10 after a long course of RDs were diagnosed with NHL [MALT lymphoma of the parotid salivary
glands — 7, disseminated MALT lymphoma — 2, disseminated MALT lymphoma with transformation into diffuse large B-cell lymphoma
(DLBCL) - 1]. RDs debuted with Raynaud's phenomenon (RP) in 64.5% and pSS manifestations in 45.5% of patients. Stomatological
manifestations of pSS were characterized by recurrent parotitis in 36%, significant parotid gland enlargement with massive infiltration of
labial salivary glands (focus score >4) in 100%, severe xerostomia in 70%, extraglandular manifestations and lymphadenopathy in 50% of
patients. The course of the SSc was characterized by mild RP with various types of capillaroscopic changes and mild lung changes and
non-significant progression during long-term follow-up (median — 22 years). The entire spectrum of SSc specific antibodies (anticentromere
antibodies — 60%, antibodies to ribonucleoprotease Ill — 30%, Pm/Scl — 10%), excepting antibodies to topoisomerase |, as well as pSS
specific autoantibodies (antiRo/La — 70%, RF (rheumatoid factor) — 90%), were detected in patients with a combination of these RDs.
Conclusion. pSS is often combined with a limited form of SSc regardless of the type of autoantibodies detected. The presence of pSS, rather
than SSc, is a high-risk factor for the development of NHL in this group of patients. The patients with pSS and SSc are characterized by a
steady progression of pSS with a slow and mild course of SSc throughout the observation period. The development of severe stomatological
manifestations and high immunological activity of pSS contribute to the development of localized MALT lymphomas (70%) and disseminated
MALT lymphomas (30%) with primary lesions of the salivary glands and transformation into DLBCL in case of their late diagnosis. The
optimal method for preventing the development of NHL in this group of patients is the early diagnosis of pSS, the appointment of alkylating
cytotoxic agents and/or anti-B-cell therapy in the early stages of pSS. Given the possibility of transformation of localized NHL into DLBCL,
for early diagnosis, minimally invasive surgical biopsies of significantly enlarged parotid salivary glands should be performed before
glucocorticoids are prescribed. Detection of positive B-cell clonality and lymphoepithelial lesions in the parotid salivary gland is considered
a predictor of MALT lymphoma development during follow-up. Localized and disseminated MALT lymphomas in patients with pSS and SSc
respond well to therapy, in contrast to MALT lymphomas transformed into DLBCL.

Keywords: primary Sjogren's syndrome, systemic sclerosis, non-Hodgkin's lymphomas, MALT lymphomas, diffuse large B-cell lymphomas.
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A3 — ayTouMMyHHbIE 3a00J1€BaHNs

AH® — anTHHYKJI€ApHBIil (haKTOP

APHKII — anturena k pubHyKJeonporease

APHKIT IIT — anTuTena xk pubHykieonporease 111
ATA (Scl-70) — ayToanTuTena K Tonounzomepase I
ALIA — aHTHIEHTPOMEPHBIE aHTUTENA

BII — 6one3ub llerpena

'K — rimoKoKopTHKOU/bI

JBKKIJI — nudpdysnas B-kpynHokieroyHas mumpoma
1/y — maMcaTHIecKuil y3el

JIT3 — numdonponudepaTiBHble 3a6071eBaHNs

JIITH — numcponposmepaTBHbIe HApYLICHUS

JIX — mumcpoma XofKKIHA

JIDII — nmuMcoanuTenatbHOe TopaskeHne

MCXK — manasi clroHHas1 »Kenesa

HIIBII — HecTepouyiHbie NPOTUBOBOCHAINTEbHBIE TpenapaThl
HXJT — HexoKKuHCKas Mg oma

OYCXK — oKonoyIIHble CIIIOHHbIE JKeNe3bl

1P — nonHast pemuccust

[IXT — nonuxumuoTepanust

PA — peBMaToujIHbII apTpUT

P3 — peBmatnueckue 3a60JeBaHUs

PTM - purykcuma6

P® — peBmaToupuslil hakTOp

CKB — cucremHast KpacHasi BOJTYaHKa

CCJI — cucTemMHasi CKIIepojiepMust

CHI — cunapom Ilerpena

Y3U - ynbTpa3sByKoBOe HCCIICOBAHNE

P — denomen PeitHo

DMALT — aucceMMHMPOBAHHBIN BapUaHT 3KCTpaHopanbHoit MALT-
TMMOMBbI

Ig — nmmyHOTIOGY IMH

MALT - numdoma, csizaHHasi ¢ TUMGMOUIHON TKAHbIO CIU3UCTBIX
06050ueK

RNP — pubonykieonporenH

(CKB), peBMaTouHbM apTpuToM (PA), ayTouMMyHHBIM TUPEO-

BBeAeHue . U
UIUTOM UM reMoJinTrueckon anemueii [1-4]. C noMmolpo MeTa-

B nocaennue fBa fiecsTUIETUS MHOTOUYHUCIIEHHBIE UCCIIE0-
BaHUsl Pa3/IMYHbIX AyTOMMMYHHbBIX 3a00jeBaHuil (A3) ycTaHo-
BUJIM UX B3aUMOCBSI3b CO 3]I0KaU€CTBEHHbIMU OHKOI€MAaTOJIOIH-
yecKuMu Heomasusimu. Heckosbko paGoT ¢ BBICOKMM yPOBHEM
JI0Ka3aTeJIbHOCTH OOHAPY>KUJIM CTPOTYIO B3aMMOCBS3b MEXY
3JI0KQ4eCTBEHHbIMU HeXOKKMHCKUMHU JuMdomamu (HXIT) u
6onesnbto llerpena (BII), cucTeMHON KpacHO! BOJYaHKOMN
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aHaJIM3a HOHyJIHUJ/IOHHbIX KOFOpTHbIX MCCHG}IOBaHI/]ﬁ B rpyrme
nauueHToB ¢ cucreMHoit ckaepopepmueil (CCI) oOHapy:KeHa
MOBBILIEHHAS YaCTOTA PA3BUTHS COMAHBIX OMyXOJIeH U reMaTo-
JIOTHYECKUX MAJIUTHA3AIMN TI0 CPABHEHUIO C OOILIEH MOy JISIIei
Hacenenus [5, 6].

[Tocnenyromue paboThl MOATBEPAUIN BBICOKYIO YAaCTOTY
Pa3BUTHS AbBEOJISIPHO-KJIETOYHON KapUUHOMBI JIETKUX, paKa
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rpyau u onyxouseit numesopa [7, 8] mpu CCJI, HO NOBBIIEHHOM
YACTOThI FeMATONIOTNYECKUX MaJUIHU3ALUMIA 110 CPAaBHEHUIO C
oO1ielt nonyJisiyeit He BbisiBeHo [7, 9, 10]. Y nauuenTos ¢ BIII,
CCJI u PA onucanbl pa3HOOGpa3Hble CyOTUIbI 3a00/1€BaHUIt, KO-
TOpPbIE MOTYT NMPOTEKATh KaK CaMOCTOSATEJIbHbIE HO30JI0TnYe-
CKUE €JIMHMLIBI, KaK coueTanune 2 1 6oJjiee 3a001eBaHmii MO0 Kak
NepeKPECTHbIE CUH/IPOMBI, YTO U (DOPMUPYET TaKOE MOHATHUE,
KaK «IMOJIMayTOMMMYHHOCTb» [11] npu peBMaTnueckux 3a6ose-
BaHusix (P3). B orevyecTBeHHOI IUTEpaType MUPOKO UCHOJb-
3ytoTcs Tepmunbl BII (mepBuunbii cungpom lllerpena — CIII B
anrnosizeruHoi murepatype) u CII (BTopuunslit CIII B aHrmo-
SI3bIYHOI INTEPATYPE) , KOTOPBII YCTaHABIMBAETCS IPY OOHAPY-
SKEHUU CTOMATOJIOTMYECKHX , OPTAIBMOJIOTMYECKUX MPU3HAKOB
Mpu YeTKO Kiaccupuuupyembix A3, HO OTCYTCTBUM Crienuu-
yeckux ans BII ayroantuten. OCHOBHBIM OTJMYUEM MOJHU-
ayTOUMMYHHOT'O COCTOSIHMSI OT TI€PEKPECTHOrO CHHPOMA SIB-
JISIeTCS1 TO, YTO B MEPBOM Cllyyae MPUCYTCTBYET 2 uim Goliee
nMoKa3aHHbIX A3, COOTBETCTBYIOUIMX KJIIACCU(PUKALMOHHBIM
KPUTEpUsIM, TOT/Ia Kak BO BTOPOM — MPU3HAKU WIIM CUMIITOMBI
HECKOJIbKUX A3, OJHAKO, COINIACHO KPUTEPUSIM, ONpPEAEIUTh
YETKYI0 HO30JIOMMYECKYIO TMPUHAMITIEXKHOCTD HEe y[aeTcsl. Dnu-
JIEMHUOJIOTMYECKHE KOrOPTHbIE UCCIIEI0OBAHNS, KAK PABUJIIO, CO-
OOIIAIOT JIUIIL YACTOTY CcrielMprIecKrX Malurau3auuii npu A3
6€3 JIETAIbHOTO OCBEIEHNsI CyOTUIIOB ¥ KJIMHUKO-J1a00paTop-
HbIX IposiBeHuit P3 1 remaTonornyeckux 3adonepanuii. Coue-
TaHHble (POPMBI U MEepeKpecTHbIE CUHAPOMBI P3, Kak mpasuiio,
HE BKJIFOYAIOTCS B TAKUE UCCJIE[JOBAHMS.

B cBs3u ¢ Beicokoit yactoToit pazsutust HXJI B HacTosee
Bpemsi BIII paccmaTpuBaeTcs Kak ayTOMMMYHHOE 1 JIMMONpo-
mucpepatuBHoe 3a6oneBanue (JI[13), conpoBokaaromeecs pas-
BuTueM numepoM B 10-25% ciydasix, U3 KOTOPbIX MperMyIlie-
CTBEHHO BCTpeyvaroTcst aKcTpaHofanbHble MALT-miMdombl
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CJTIOHHBIX/CJIE3HBIX JXKele3, a TakKe JKelyjKa, Jerkux u aud-
¢y3uble  B-kieTouyHble  KPYMHOKJIETOYHbIE  JTUM(OMBI
(ABKKJD) [1, 3, 12, 13]. CnegyeT OTMETUTD, UYTO PUCK pa3Bu-
st MALT-nmumdom okonoyuHsix xkenes npu b1 B 1 Teic. pa3
Bbllle, yeM B o6wieit nomyssiuun [9]. CCII — 3a6osneBanue co-
€/IMHUTEJIbHOI TKaHU, XapaKTepu3ylollleecs: Mporpeccupyto-
IIMMU (PUOPO3HBIMU U3MEHEHUSIMU KOXKU, BHY TPEHHUX OPTaHOB,
BBIPA>KEHHBIMU COCY/IUCTBIMM HAPYLICHUSIMU U IUCDYHKLMEH
KJIETOYHOTO M T'yMOpPAJbHOTO 3BeHbEeB MMMyHHTeTa. Cyle-
CTBYIOLME KIIaCCU(PUKALMOHHbIE KPUTEPUH 3a00JIeBaHUs 1103~
BOJISIFOT JIMATHOCTUPOBATh KaK /ihy3HbIEC, TAK U JIUMUTUPO-
BaHHble popmbl CCT [14, 15].

IMocne nepsoro onmucanus CII y 3 mamuentos ¢ CCJI [16]
1 PaHHUX MCCJIEIOBAHUIA B3aMMOCBS31 3THX /IBYX A3 ycTaHOB-
JICHO, UTO Pa3JIMYHbIC KIIMHUYECKUE TIPOSIBIICHUSI, XapaK TePHbIS
past CII, moryT ¢pukcupoBathbest y 11-84% nauuentos ¢ CCJJ,
[17], oppako yactora auarHoctuku CII npu CC/I kone6mnercst
ot 12 1o 30%, a nan6onee yacto CII guarHocTupyercs npu
mumutupoBaHHoii popme CCJ ¢ aHTULIEHTPOMEPHBIMU AHTH-
tenamu (ALLA) [17-19]. Haunnas ¢ nepBoro onucanust ALIA y
nmaueHToB ¢ CCJI [20], G0NBIIMHCTBO MCCIIEIOBATENCH OTHO-
CAT UX K «00JIe3Hb-CIIeIN(PUISCKIM» Ay TOAHTUTENIAM U CBSI3bI-
BAlOT MX HAJM4KMe C JIMMUTHPOBAHHON (hopMoil 3a60JieBaHUs
[18, 19, 21-23], ogHako mocieayromiee U3y4eHne 3TuX ayTo-
AQHTUTEJ BBIBUIIO NX BcTpevyaemocTs npu BIII, nepsuyunom 6u-
muapaom nuppose, PA, CKB, wmzonupoBanHOoM eHomene
Peiino (®P), nururanbHoil raHrpeHe 1 HEKOTOPbIX OMYyXOJIsIX
[24,25]. ALILA onpepensitorcst y 3,5-27% nauuenTos ¢ BIII 6e3
kakunx-m6o npusHakoB CCJI Kak eIMHCTBEHHbIN BApUAHT ayTO-
AHTUTEJ TpU 3TOM 3a00JeBaHMM, TaK W B KOMOWHALUU C
APYTMMHU aHTUHYKJI€apHbIMUA aHTUTenamu (aHTuRo0/SS-A, aH-
tulLa/SS-B), peBMaTouHbIM hakTOpoM (PP) 1 npounmu aHTH-
tenamu [19, 20, 25-27]. Ilpu P3 cepono3uTUBHOCTH MO TOMY
WJIA MTHOMY THITYy ayTOAHTHUTEJ HEPEJIKO CBSI3aHa C OMpefielieH-
HBIMU KJIMHUYECKUMHU MPOSIBICHUSIMU, TEYCHUEM U MOCJIE/TyH0-
UM TPOrHO30M 3abonesanus [11, 22, 24]. CymecTBytoiasi B
KJIMHAYECKON MPaKTUKE KOHLEMLMS O TOM, YTO OGHapy>KeHne
AIA no3somnsier npepnonoxuts CCJl 6e3 Hamuuusi Apyrux
KJIAaCCU(PUKAIMOHHBIX KPUTEpHUEB 3a00JIeBaHNS, TPUBOJUT K
olMOKaM B IOCTAHOBKeE JiarHo3a. HekoTopele onucaHHbIe city-
vyan HXJT npu CC]] B nocniefyoniemM nepecMOTpeHbl 1 KJIacCH-
¢ummposanbl kak HXJT mpu BIII ¢ ALIA [26]. [Tpunsiteie ame-
puKaHo-eBponerickue Knaccudukanuonusie kputepuu BIII ¢
BKJIFOUEHHEM B KaUeCTBE CEPOJIOrMYECKOro NMpHU3HAKA TOJILKO
aHTUR0/SS-A-anTUTEN HE IO3BOISIIOT AUATHOCTUPOBATH 3a00-
JIeBaHUE Ha PaHHeH CTauu, M03TOMY HYXKAaloTcs B OyylieM
nepecmorpe. MHorue uccnefosarenu paccmatpusatot BIII, ac-
counnpoBannyto ¢ ALJA, kak onpepaeneHHbIil cyOoTun 3adoune-
Banus [25, 27], Torga Kak gpyrue npeiiaralT o0beJMHUTD
rpynny BII ¢ ALJA, a takxe rpynmy CCJl ¢ ALIA u CII B
OMpEJICICHHY HO30JIOTMYECKYI EJIMHUILY TOji Ha3BaHUEM
«overlap-cungpom AITA-no3uTtusHOI MumuTUpoBaHHoit CCI ¢
CII», xapakTepusyemyto fo6pokadectBeHHbIM TeueHnem CCJL
u 6onee yactbim pazButueM HXJI [26]. B nacTosiem ncce-
JAOBaHUYM NPEJICTAaBJIEH HAaKOIIEHHBIN onbIT AnarHocTrku HXJI
npu P3 B naboparopuu unrencusHoil tepanuu P3 ®I'BHY
«HWMU pesmartosnoruu um. B.A. HacoHoBo#1» , KOTOPBI TI03BO-
JIUT OCBETUTb HEKOTOpPbIE CIOPHbIC BOMPOCHI B3aMMOCBSI3U
CCJ, BIII, CII u HXIJI.
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blll, CCA n aumeporniporngpepatmsHbie 3aboresaHms

Marepuaabl u MeTOABI

3a nepuop ¢ 1998 no 2018 r. B 1a6opaTopuu MHTEHCUBHOM
tepanuu P3 ®I'BHY «HWMU pesmatonoruu uMm. B.A. Hacono-
BOI» y 13 manueHToB (KeHIIMHBI — 12, My>KUMHbI — 1) ¢ KIH-
HUKO-JIA60paTOPHBIMU TIposiBIeHUsIMU A py3Hoit (1 cimyuari)
1 mumuTrpoBanHoil hopmbl CCII B couetanuu ¢ BII (12 cny-
4yaeB) IPY CTALOHAPHOM OOCIIEI0OBAHUN JUATHOCTUPOBAHbI pa3-
smynble JIT13. JIumg oMbl KiaccnuppoBaiuch Ha OCHOBaHUN
KJIacCU(pUKALIK Oy XO0Jel FeMaTONO3TUIeCKON 1 TMMPOUTHOM
TKaHu BcemupHoit opranusanmu 3apaBooxpanenus (BO3) [28].
Huarno3 CCJI ycraHaB/IMBaJICs HA OCHOBAaHUM KPUTEPUEB, PEfI-
noxeHHbIX E. LeRoy u coaBT., a Tak’ke COBMECTHBIX amMepH-
KaHo-eBponerickux Kputepues 2013 r. [14, 15].

Ins puarHoctuku B ncnonw3oBanuck oTeyecTBeHHbIE [29 ]
1 amepukaHo-esponerickue kpurepuu 2016 r. [30]. Y 3 nauu-
€HTOB OTMEYEH JIEOI0T C OHKOIeMaTOJIOMMYECKNX MaTUTHU3ALMIN
B aHamHe3e: mmcpoma XomkkrHa (JIX), HXJT u CR monounoit
>KeJie3bl o ofHoMy ciryyato. [Tocne nomixumuoTrepanuu (ITXT)
1 JIy4eBOil Tepanuy y HUX pa3BUNUCh KIIMHUYECKUE NPOSIBICHUS
ocTpoii GeicTpornporpeccupytoieit fudgysnoit popmbr CCJL
(1 cyyait) m mumutrpoBanHoi popmbl CCJL B couetannu ¢ BIIT
(2 cniyyas). [1Ba ciyyvast passutusi P3 cniyerst 16 u 4 ropa nocie
JieyeHust 1MM(OM UCKIIIOUEHb] U3 aHajIn3a, TaK KaK MaToreHe-
TUYECKHU pa3BuTHe TMMGOM He cBsizaHo ¢ P3, Toraa kak ciyyvait
paszsutus CCJI B couetannu ¢ BIII Ha ¢one Tepamun CR mo-
JIOYHO1 XeJe3bl U nocneaytouei auarnoctukoit MALT-nmum-
¢homb! okosoyLIHON citoHHOM XKene3bl (OYCXK) uepes 5 net
BKJIIOYEH B Halle ucciejiopanue. [TpuBouM KpaTkue Habsrofe-
HUSI UCKITIOUEHHBIX ciydaeB mumdom y nanueHTos ¢ CCI, ne
AQHAJIM3MPYEMBIX MOIPOOHO B IaHHOW CTaThe.

[Maumentke P. B 15 net marnoctuposana JIX Ha ocHOBaHUN
MOpPOJIOrnYecKoro UCCIEN0BAHNS HAIKIFOUNYHOTO JTUMpaTH-
yeckoro y3na (1/y) u n/y cpepoctenus. [IpoBeneHs KoMOUHM-
posanHas IIXT u nmyvesast Tepanusi. Yepes 2 rofga qocTurHyTa
nonuast pemuccust (ITP). B Bozpacte 31 ropia Bo3HUKIIM Tpexas-
HbI1 PP, manee oTek KUCTEN U JINLA, TPOrPECCUPYIOIIEE YIUIOT-
HEeHUe KOXK! KUCTel, Nperiednii, mua, angdysHas runepnur-
MEHTalUs KOXKM, MPOKCUMaJIbHASA MbILLICYHAs cl1aboCTh.

B cranponape PI'BHY «HUU pesmarosnoruu um. B.A. Ha-
coHoBoi1» anarHoctupoBana CCJ] octporo 6bicTpornporpeccu-
pytomiero teuenusi. bnoku npemapatos a/y ot 2000 r. nepe-
CMOTPEHBI, MOpq)OJIOFI/l‘{eCKVl U MMMYHOTUCTOXUMUYECKU
NOATBEPK/EH uarHo3 JIX, cMellaHHO-K/IeTOUHbIN BapUAHT C
NIepexofIoM B HOJlYJISIPHBIH CKilepo3. Y nauueHTku ['. B Bo3pacre
56 neT CTOWKMII OTeK KHUCTeH, 3aTeM OTeK JIMIa, Mpody3Hble
MOTbI, yBEJIMYEHUE 1IEHHbIX JI/y, IPU JTAPUHIOCKONUHU BbISIBJIEHO
KpoBoTOYaliee 00pa3oBaHKe B HOCOITIOTKE pazmepoM 2x 1,5 cMm,
MYHKUMOHHAsT 6uorncust J1/y — runepniasust TMMQOUIHBIX 31e-
MEHTOB C mpeobnaganneM 3penbix ¢opM. [To Mopdomornye-
CKUM MCCJIE[IOBAaHUSIM OO0pa30BaHMsl HOCOIJIOTKM M TpPenaHo-
6UONCUM KOCTHOTO MO3ra — 3KCTpaHofalbHas AuddysHas
B-kneToyHast MeIKOKJIeTOYHas MM oMa ¢ MopaskeHUeM HOCO-
rIIOTKY 1 KocTHoro mo3ra. [Iposenena [TXT kypcamu CHOP (6)
1 3 Kypca JyueBoil Tepanuu 1 jajiee NOoJIep>KUBAtoLLast Teparnust
purykcumadom (PTM). Yepes rog Tepanuu yCcTaHOBJIEHA KJIH-
HUYecKasi peMuccusi. B iuHamuke rccreoBaHie MeToloM To-
3UTPOHHO-3MUCCUOHHOI TOMOTpadun, TpenaHoOMOoNCcusi KOCT-
HOT'0 MO3ra, moBTOpHast ouorncus HOCOTIJIOTKH, KOHCTAaTUPOBaHa
ITP, tepanuss PTM npekpaiena. Yepes 2 roja cyxocTb pra,
pe3u B Iia3ax — CBs3bIBasa C Jy4eBoil Tepanueil. [lanee Tpex-
¢azupiii PP BepxHMX, HUKHUX KOHEYHOCTEN M KOHYMKA HOCA,
peUMAMBUpPYIOIIME MAPOTUThI, MPABOCTOPOHHSISI HEWponaTus
2-11 BeTBY TPOMHUYHOI'O HEpBa. 3aTeM HapacTaHUe NPOSIBJICHUI
P, BbIpaxkeHHast c1abocTh, HOTeps 14 Kr Macchl Tesa, apTpall-
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I'MH, B KPOBHU CTalla BBISBIIATHCS MOHOKJIOHANIBHAS cekpenmst Gk,
anTunykieapubiii gaktop (AH®), antuRNP70-antnrena,
AUA, antutena k kapauonununy (aKJI), Haznauen npepnuso-
J0H 10 Mr ¢ HEKOTOPBIM YJTyUILICHUEM.

IIpn o6cnenosanun B PI'BHY «HWM peBmaTonornn um.
B.A. HaconoBoii» nnarnoctupoBatna BIII ¢ mopaskennem ciroH-
HBIX 3Keje3, IJa3 B COYeTAaHUW C JUMUTUPOBAHHON (popMOIi
CCJ. Ipu nepecMoTpe GJI0OKOB I'MCTOJIOIMYECKUX MPEnapaToB
00pa30BaHMsl HOCOTJIOTKM M TPENaHOOMOIICUM KOCTHOTO MO3ra
ot 2009 r.: ummynodenotun CD20+, CD79a+, bel2+, CD5-,
CD10-, CD23-, Ki-67 — 50%; mopcosorus 1 tMMyHoMOpo-
JIOT Ul TIpenapaToB JMMGOY31a, HOCOTIIOTKU U TPeNaHoOuonTaTa
KOCTHOT'O MO3ra XapaKTepHa /715l TeHePaJIM30BAHHON JTMM(OMBI
MapruHajbHON 30HBI C MOPasKeHHeM JTMMQOY3JIOB C 3KCTPAHO-
nanbHoi muMdgomont HocornoTku MALT-Tuna ¢ nopaxkeHuem
KocTHOoro mosra (DMALT) u Bblcokoil nponcepaTUBHON aK-
TUBHOCTBIO. Y UMTBIBAsl, YTO UATHOCTHKA U JIeYeHHe JTMMpOoM
B 2 NPUBEJCHHbIX CJIyYasX 3a JOJrUe rofibl MpejecTBOBAIN
pa3sututo P3, oHn He OyfyT jlanee aHaIM3MpOBaTLCS B MCCTIe-
JIOBaHUH.

OpuHHauaT! nauyeHTam (keHmHbl — 10, My>KunHbl — 1) B
Bo3pacTe oT 48 o 74 net (Menmana 59 eT) Ha OCHOBAaHUM MPOBE-
JeHHBbIX OGroncuii 3HaunTeNbHO yBeamueHHbIx OY CK/TTHUYCXK
(MIOJIHVKHEUEITFOCTHAS CITFOHHAS YKeJie3a), CIIE3HBIX JKele3, epu-
peprueckux n1/y, XKeyjika 1 TpenaHoOMONCHIT KOCTHOTO MO3ra
C TOCJIEYIOIUMU TUCTOJOTMYECKUM, UMMYHOTUCTOXUMUYE-
CKHM ¥ MOJIEKYJISIPHBIM UCCJIEIOBAHUSIMU,, COTJIACHO KJ1acCUu-
KalMOHHbIM KpuTepusim BO3, nnarHocTipoBaHb! TMMQONposu-
depatuBnble Hapyumenuss — JIIIH (HXJI — 10 cayuvaes,
numdosnuTenuanbibie nopaskenus — JISI ¢ monoxxuTenbHOM
B-kneTouHO KNTOHAIBLHOCTHIO). [TalieHThbI MOJHOCTHIO YIOBIe-
TBOpsiM Kputepusim kKak BIII, Tak u muMUTHPOBaHHOI (hOPMBI
CCJI. Takum 06pa3oM, UMeJIOCh coYeTaHue IByX A3, HO He Tie-
pexkpecTHbIil cuHpoM. [TaneHTaM mpoBOMIIOCH MOJTHOE CTO-
MaToJIornueckoe (CuajsoMeTpus, cuanorpadusi, yiabTpa3ByKo-
Boe ucciiefoBane — ¥ 3M CIIIOHHBIX KeJye3, OUOINCUs MaJIbIX
cmoHHbIX Xkene3 — MCXK)/OYCXK, odransmonornyeckoe —
ctumynupoBanHbii TecT Hlupmepa, npoda HopHa, okpacka snm-
TeJIMsl KOHBIOHKTUBBI U POTOBHILbI BUTAILHBIMU KPACUTEIISIMU C
MOCJIE/IYIOLIMM OCMOTPOM B 1elieBoit jamne, ¥ 3U opour, oH-
Koremarosiornyeckoe — ¥ 31 11/y, KomnbroTepHasi Tomorpacusi,
MYJIbTUCTIMPAIbHASI KOMITbIOTEPHAs TOMOrpacusi TOJIOBbI, IPY/I-
HOMH KJIeTKU, OPIOLIHOM MOJIOCTH, B HEKOTOPBIX CITyYasiX UCTOIb-
30BaJIaCh MO3UTPOHHO-3MHUCCHOHHASI TOMOTpausi, UMMYHOXH-
MHYECKOE HCCIIEIOBaHNEe KPOBM M MOYM ISl BbISBICHUS
MOHOKJIOHAJILHOM CEKPeL|H, TPEMaHOOMOICHsl KOCTHOTO MO3ra,
onpeesieHre B-kieTouHO! KIOHAIBHOCTY B OGMONTaTax TKa-
Hell, TUCTOJIONNYeCKOe/MMMYHOTUCTOXUMUUECKOE UCCIIe/IOBa-
HKe 6uonTaToB /s Bepudukaumu xapakrepa JII13 cormacHo
METOJIMKaM, OMMcaHHbIM Hamu paHee [ 13, 31]. Mconb3oBanuch
o6wenpunsatele PI'BHY «HUUM pesmaronorun um. B.A. Ha-
COHOBOI1» KIIMHUYECKUE, PEHTICHOPAIMOJIOrnuecKue, pyHK-
MOHAJIbHBIE U JTabopaTopHble obcienoBanus naueHTos. He-
npsiMast peakuusi iMMyHomoopectenuun Ha HEP-2-knetkax,
MMMYHO(DEPMEHTHbIN aHAJI3 U UMMYHOOJIOT TIPUMEHSIIUCH IS
Bepu(UKALMK TIOJHOTO CHEKTpa ayTOAHTUTEN B CHIBOPOTKE
KPOBH NAIMEHTOB.

Pe3yAbTarbl

B namewm nccnenosannm JIITH BeisiBiens y 11 mammeHTOB
(xenumHbl — 10, Mmy>kunnbl — 1). HXJI quarnoctupoBanst y 10
yenosek (DMALT-2, MALT-nmumpoma OYCXK — 7, DMALT ¢
tpancopmanueii B IBKKIJI ¢ nopaxkenunem OY CXK, xenypka,
1/y, ceneseHku u KoctHoro mo3ra — 1) u JISII ¢ hopmuposa-
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B.U. Bacuabes n coasr.

TabAmua 1. AevyeHne nNauMeHToB A0 MOCTaHOBKM AuarHo3a HXA B rpynne nauventos C. Baldini u coasr., a Takxke B rpynne

naumentoB ®IbHY «<HUWU pesmarororumn um. B.A. Haconosoyi»

®OI'bHY «<HUMU peBmatosoruu

C. Baldini u coaBT.

Tpenapare: um. B.A. Haconosoit»> (n=11) (n=46)
BnokaTopbl KalblLMeBbIX KaHAIOB 1 (9%) 15 (37%)
'K 7 (64%) 19 (46%)
IlnakBeHnI 2 (18%) 16 (39%)
MertoTpekcat 2 (18%) -
HIIBIT 2 (18%) 2 (4,9%)
AHTHOMOTUKI 2 (18%) -
[Tna3zmacpepes 1 (9%) -
[ynbc-repanus (I'K + nuknodgocdan) 1 (9%) -

TabAnua 2. Aemorpacpnyeckas xapakTepucTMka nauneHToB (n=11, xxeHwmHbl — 10, MyX4nHbl — 1)

®I'BHY «<HUU peBMaTOJ0ruM M.

C. Baldini u coasr.

Tapamerp B.A. HaconoBoii» (keH. — 10, myxk. — 1) (keH.—41)
Bospact nHavana P3 42249 (46)* 45+13
nmurenbHoCTh Teyenust P3 o puarnoctrku HXJT 11,1£5,7 (9)* 13,694
[nurensHocTb yBenumuenust OY C2K no 6uoncun 3,7£3.4 (2)* -
Bospact B nepuop juarnoctuku JITTH 58+8 (59)* 59+12
IuTenbHOCTD HabrOIeHKs ocie auarnocTuku HXJT 8,4+4 3 (8)* -
e e OB 9270020
[TocT™MeHONay3anbHbIA CTATyC 8/10 (80%) 32 (78%)

*MepuaHa.

HreM MALT-TKaHM ¢ nonoXxuTesabHON B-Ki1eTouHO KIOHab-
HocTblO y 1 maupenTa. CiieflyeT OTMETHUTb, YTO TPU NePBOii O1Oo-
ncun OYCX (10), n/y (3), cnesnoit xkenessl (1) 1 cy6TOTaNBHOM
pesexiun OYCX (1) pnarnoz HXJI nocrasnen 9 nauyeHTam,
torga kak JIDII ¢ popmupoBannem MALT-Tkanun ¢ momaoxu-
TeJbHON B-KieTouHoit kimoHaabHOCThIO B OY C2K auarHocTu-
POBaH y 2 MalueHToB. Y of{Hol 60J1bHOI ¢ yBeauueHreM OY C2K
1 paHee IMarHocTupoBaHHbIM 1o 6uoncun JISII cniyers 3 ropa
Tepanuy MalbiMi fo3amu ratokokoptukouioB (I'K) u metot-
pekcaTa IpY BbIMOJIHEHN TTOBTOPHON OMONCUM YBEJIMYEHHON
OYCX puarnoctupoBana MALT-numdoma. B uranbsHckoi
rpynne nauyentoB HXJI nuarnoctupoBans! B 6 (14,6%) ciydasix
u3 41. YunTbiBas TO, YTO B CBOEM HCCIEJOBAHNU Mbl OyleM
OCTaHABJIMBATLCS HA 1eJIeCO00Pa3HOCTH BbICJIEHHUST TAKOW HO-
3oi0ruueckoit (hopmel, Kak «overlap-cunpom AILIA-no3uTus-
Hoit mumutupoBanHoit CCII ¢ CllI», onucaunnoit C. Baldini u
coaBT. B 2013 r., cpaBHUM fieMorpacduieckue, KIMHUKO-1a00-
paTOpHbIe NMOKa3aTes GOJBbHBIX B UTATBSIHCKOM COOOLIEHUN C
rpynnoi nauyentos ¢ BIII, mimuruposanHoit opmoit CCI u
pazsutuem HXJI, na6mopaemoit B PI'BHY «HWU peBmaroso-
run M. B.A. HaconoBoit», Ayist ydilero BOCIpUSITASI MaTe-
puana. Tepanus o auarnoctuku P3 n HXJI B rpynnax nauyen-
TOB MpEJICTaBJICHA B Ta0I. 1.

B Haeit rpynme JyIMTeIbHO METOTPEKCAT M HECTEPOUJIHBIE
npoTtuBoBocnanuTenbHblie npenapatel (HIIBIT) momyyan mamm-
enTt ¢ PA, koropomy B PI'BHY «HHWW pesmaronorun
M. B.A. HacoHoBo#1» BoceficTBIM iuarHocTuposad PA B co-
yetanuu ¢ BIII 1 nepexpecTHbIM CHHAPOMOM B BUJIE CKIIEPOJIEP-
MOIOJIOOHBIX M3MEHEHU 1 MPU3HAKOB MUO3MTA, & TAKXKe pa3-
ButueM MALT-numpombr OYCXK. KomOuHMpoBaHHYIO
nysbe-Tepanuto ['K u npkinodochamuom nomyymia nanyueHTKa
¢ nuarHo3oMm BII u KproriaoGyaMHEMUYEeCKOro BaCKYJIHMTa C
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MOCIIeIYIOMM Yepe3 3 rofa pa3BUTHEM JIMMUTHPOBAHHON
¢opmbl CCI, uepe3 10 net passurue DMALT, a yepe3 13 —
JABKKII. JnurenbHyto Tepanuio Maibivu jozamu 'K u meToT-
peKcaToM Tak>Ke Mojryyajia MayueHTKa C JUarHoCTUPOBAHHBIM
BriocyeacTBun no 6uoncun OYCXK JIDIT ¢ monoxkuTenbHON
B-kneTouHO# KIOHATLHOCTHIO. TakKe B HallleM UCCJIe[IOBAaHUM
MalMeHTaM C pelUiMBaMH MAPOTUTA MPOBOJWIIOCH JIUeHUE KO-
POTKUMHM KypcaMy aHTMOMOTHUKOB JI0 BepU(HKaLMK JMarHo3a
BII. OcHoBHBIMY TpenapaTaMu, Ha3HAYAEMbIMU TALEHTaM J10
MOCTAHOBKM JIMarHo3a B CpaBHMBaeMbIX rpynmnax, cram ['K,
mrakBenna 1 HITBIT. BiokaTops! KaiblIMeBbIX KaHAIOB UCIOIb-
30BAJINCh Y HE3HAUMTEIBHOTO urcia i (9—37%), 4ro roBoput
o MsrkoM Tedenn OP B 2 rpynmax nanygeHToB.

B Ta6:. 2 npejicTaBieHbl OCHOBHBIE ieMorpachuyeckue Xa-
PaKkTeprCTUKY MauueHToB. [leMorpacduyeckas KapTuHa B 2 uc-
crefloBaHusX cxofHa. OTMeUYeHO NpeBaIMpoBaHne XKEHILYH C Jie-
6rotoM P3 o 50 met y 80% (mequana — 46) u quarnozom HXJT
B Bo3pacte oT 50 yio 60 ner y 70% naupeHToB (Meguana — 59)
nocie jymrenbHoro Teuenns P3 (4-23 ropa, menana — 9), cpeni-
HUiA Bo3pacT B mepuop auarHoctukn HXJI cocraBun (58+8).
Mo 50 ner HXJI puarnoctuposans! y 2 (20%) naupeHTtos, 1o 60
net —y 5 (50%), no 70 net —y 2 (20%) u cBbiie 70 net — y
oxHout (10%) manmeHTK. [IMUTETLHOCTE HAOJIOIEHHS TalieH-
ToB ¢ P3 B PI'BHY «HWU peBmaronoruu um. B.A. HaconoBoii»
no 10 ner mmenach y 4 maumeHToB U cBbime 10 jmet —y 7
(19,2476, mequana — 22). ITocne nuarHoctuku HXJI cpepusis
NIMTEILHOCTD HaOJTFONIeHns cocTaBmia 8 4+4,3 (menmuana — 8,0)
TOJla C JIETAJIbHBIM UCXO/IOM B OJHOM Cllyyae, OCTalIbHbIE Maly-
€HTBI >KMBBI 1 TipofioikatoT Habmonarses. [TP HXJT otmeuena
y 9 maumeHToB, BKJIOYAsi MOJIEKYJISIPHYIO PEMUCCHIO Y S5, Ha
¢pone monoTepanuu PTM uimu komOuHupoBanHoi Tepanuu PTM
u nukiaodocganom. Ie6tor P3 ¢ ®P B Haweil rpynne Habdo-
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Tabamnua 3. KavHnueckue nposiBAenmsi y naumentos ¢ LU u CCA Ao anarHoctnkn HXA

®I'bBHY «HUMU peBmaTtojorumn C. Baldini u coasr.

um. B.A. HaconoBoi», (n=11, %) (n=46, %)
Knaccuduxanuonnsie kpurepun AEGG CCJJ 10 (91%) 23 (61%)
oP 10 (91%) 29 (72,5%)
Pannwit aktuBHblil TN CCJI o Kanuiisipockonuu 2 (18%) 40
Pannuit HeakTBHbIH THI CCJI M0 KanuyuIsipOCKONUK 5 (45,5%) 15
TTozpauit Tun CC, 3 (27%) 30
CKIiepoiak TUIIust 10 (91%) 51
Avmmust 11 (100%) -
OcTeonus/KanbIyHAThI 2/2 (18/18%) 124
Teneanrnoskrazun/pyounku 2/2 (18%) 43/12
l'unepnurMeHTanmst KOXK1U/MUO3UT 1/1 (9/9%) /-
[Topakenue nuuieBoaa/cepaua 1/1 (9%) 53/10
?;;11662(;2}11{1;1;}114 MHTEPCTHULHAbHBIE N3MEHEHVS JIETKUX/JIerOuHast 5/1 (45/9%) 14/5
HHTepcTuimanbHbie/Gyie3Hble TTOpaXkeHHs JIETKUX 2/3 (18/27%) -
ApTpUTBI/apTpasiruu 2/4 (18/36%) 46
[epucepuyeckas/BHy TpUrpyaHast Mg aJeHONATHS 5/5 (45/45%) -
Yeemuuenue OY C2K/TTHYCXK/cne3nbix xene3 11/3/1 (100/27/9%) 32
PeuppuBupyrommit napoTuT 4 (36%) 32
Kcepocromust 3-i1 crenenu (cuanomeTpust meHee 0,5 mir) 8/3 (73/27%) 97
[o3nHss/BbIpaskeHHasE CTA/INSI TAPEHXMMATO3HOTO MAPOTUTA 8/3 (73/27%) -
CoueraHue ¢ CUaIoOXUTOM 3 (27%) -
Dokychl mMbonIHON NHUIBTpalyy B Guontarax MCXK 11 (100%) -
CrumynuposanHblii TecT llupmepa (MeHee 5 MM/5 MuH) 11 (100%) 100
IIpo6a HopHa (Menee 5 ¢) 8 (73%) -
OnuUTeNnMonaTisi KOHbIOHKTUBbI M POrOBULBI/HUTYATbI KEPATUT 6/3 (55/27%) -
Cyxo0ii KepaTOKOHbIOHKTUBUT/KOHBEOHKTUBHT 6/5 (55/45%) -
3arpyjiHeHue Npy NporaaTbIBAHUN CyXOW MUY 7 (64%) 53
Kpuorno6ynuHemmuyeckas/runepramMmmarao0yImHeMuIecKasi myprypa 2/1 (18/9%) 15
BoimoTHO# nieBpuT/nepukapauT 1/1 (9/9%) -
[NonueiiponaTys/MHTEPCTULIHANBHBII HePPUT 1/1 (9%) 24
JInvmcpoma 10/11 (91%) 14,6

pancsy 7 (64,5%) nauyueHToB, ¢ ApYrux KJIMHUYECKUX NPOsIBIIe-
Huit — y 5 (45,5%): aptpur menkux cyctaBoB — 2 (18%),
PEeLMMBUAPYIOLLMI TAPOTUT, MypIypa U KcepoctoMus 1o 1 (9%)
ciyvato. Kimunnueckue nposinenust BIII u CCII B 2 rpynmnax na-
MeHToB, passuBiMX HXJI, npeycTaBnens! B Ta0I. 3.
Knaccudukammonnsim kputepusim AEGG CCJJ cootBeT-
ctBoBamM 91% nauyeHToB B Halleil rpymnmne, 1 Toabko 61% B
UTATbSIHCKOT. Kak BIIHO 13 Ta6ul. 3, NalMeHThl IMEJN KITNHH-
YyecKue TMPOsIBJICHNs], XapaKTepHbIE JIst ABYX 3a6oneBanuii. JIu-
muTrpoBanHbIil BapuaHT CCJl mposIBIIsICSl HANMMYIKMEM CKIIepo-
AaKkTUImK, cuaapoma Pefino y 10 magueHToB, JaHHbIE TPU3HAKU
OTCYTCTBOBAJIM TOJILKO B OJIHOM CJly4yae, B KOTOPOM TMalUeHT
nmen couetanne BIII, spo3neHOro P®-noszntusHoro, aMIIB-mo-
3UTUBHOrO PA 1 nepekpecTHbIil CHHAPOM CO CKJIepOjiepMOIo-
JOOHBIMU M3MEHEHUSIMU, 3JIEKTPOMHUOTrpaUuecKu TOATBEp-
JKJICHHBIM MIO3UTOM 1 HammurieM AH®, antnRo/SS-A-anTuren,
PM-Scl-100-anTuresn, PM-Scl-70-anturen. [Topaskenus gerkux
MHUHUMAJbHBI C JIETKOI/CpefiHeN TsKeCTH cTeneHblo (4/1) gyHk-
[MOHAJIbHBIMU HAPYILICHUSIMU, Y TOJIKO B OJIHOM CJTy4ae HaOJIro-
nanack jeroyHas runeprensusi. CkiepojiepMuyeckre nposiBie-
HMS B aHAJIM3MPYEMBbIX IPYNIAX CXOJIHbI, 32 UCKITIOUeHHeM GoJiee
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4acTOro OOHAPY>KEHMsI CKIIEPOAKTUINK, (PMOPO3HBIX U3MEHEe-
HMI JIETKMUX B HAllEl rpyMie 1 MopaXKeHil MUILEBOJia B UTallb-
STHCKOM.

Crnefryer oTMeTuTb, uTo nipu aHaimize 6 HXJT B uranbsiHCKOi
rpyne MayeHToB YacTOTa NMEePBbIX JIBYX KIMHUYECKUX MPOSsIBIIe-
Huii moBbImanack 10 71 u 30% cooTBETCTBEHHO. 3aTpyHEHNE
NpU MPOTJIATLIBAHUY CYXOU THUILH CBS3aHO C TSIKEJION KCEPOCTO-
MUell B Hallleil rpymIe NauyueHToB, peHTIEeHOPaIMOJIOrnYecKoe
MCCTIeIOBaHNE IMAaTHOCTHPOBAIIO CKIIEPOJIEPMUYECKOE MOpasKe-
HM€ MUILLEBOJIA TOJIBKO B OJIHOM CJTyyae, TOrjia Kak B UTAJIbSHCKOMN
rpynmne HapyuieHue TPy MPOIVIaThIBAHUN CYXOH MUIIY alpuopy
paclueHuBanoch Kak nopaxkenue miiesoga npu CCJI. Boneue-
Hie nuuieBofa y naupentoB ¢ HXJI B Haimeli rpymme jocturasno
71% W CBSI3aHO C TSKEION KCEPOCTOMUE U MAaCCUBHBIM yBe-
mueHneM OY C2K, peHTreHopaIoIorMuecKy MopaskeHue mm-
LIEBOJIA HE MOJITBEPXK/ATIOCh. B HallleM rccrefioBaHnM BCe nany-
eHTbl mMmenn MaccuBHoe Yypeanuenne OYCXK, Ttskenyro
(pYHKIMOHAIILHYIO HEJOCTATOYHOCTS (y 7 u3 11 manmeHnToB oT-
CYTCTBOBAJIO BBIJICJICHNE CITFOHBI M3 OOJIBIINX CITFOHHBIX JKele3)
¢ MaccuBHOI uMpouHoi nHpubTpanueir npu 6uoncu MC2K
(apunbTpanys ot 3 1o 20 oKyCoB, BIUIOTH /10 AU (y3HON MH-
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B.U. Bacuabes n coasr.

Tabanua 4. AabopatopHble nposiBAeHus y naumentos ¢ AINMH

®I'bHY «<HUMU peBmaTosioruu C. Baldini u coasr.

Toxazares um. B.A. Hacouosoit» (n=11, %) (n=46, %)
I'emorno6un <100 r/n 2 (18%) -
JleiikouuTsl <4x10° 4 (36%) 20
Tpom6ouuTsr <100 000 9 (9%) -
COD 4 (36%) 14
lNunepnporennemus >85 r/n 3(27%)

l'uneprammarnoGymunemust >20 6 (55%) 20
C-peakTuBHbIN Genok >2N 4 (36%) -
Kpuorno6ymmuemus 4+ (CMK-1, I1K-3) 4 (36%) 15
AH®>1/640 11 (100%) 100
ALIA>4N 7 (65%) 100
APHKIT I1I 3 (27%) -
PM+PM-Scl-70+Scl-100 1 (9%) -
AnTHTena Tosbko K SS-A/Ro 3 (27%) 22
Anturena k SS-A/Ro+SS-B/La 4 (36%)

AMA-2-anTuTena 2 (18%) 5
PO>4N 10 91%) 42
1gG > 235ME/Mn 6 (55%) -
IgA >250ME/mn 5 (45%) -
IgM >405ME/Mn 4 (36%) -
Nmmynonedunut IgA/Monoknonanbhbiil IgMk B chiBOpoTKe 1/1 (9/9%) -
Komnonent kommnementa C4<0,1r/n 6 (55%) 14
Huskue CD19+ knetku B KpoBH oT 2—6% 10 (91%) -
[MpomudepaTusubii naaekc Ki-67 5-15% 9 (81%) -
IMponudepatusubii nagekc Ki-67>40% 1 (9%) -

(punbTpaumm, 3ameratonieil napeHxumMy xkesnesbl, 1o 70-80%),
onnako JIDIT B 6monrarax MCXK, B oTimune oT OMONTATOB
OYCX, He BBbIBISUIMCH HU B OfHOM ciydae. Y 1/3 maupeHToB
MMEJICSl PELMIMBUPYOLLIVIA TAPOTHT.

Odransmonornueckue nposiinenus: BIII, necMoTpst Ha BbI-
pakeHHble (PYHKIMOHAIBHbIE HAPYIIEHUS, HE CTONb 3HAUM-
TEJbHbI, AUCTPOUS AMUTEIMST POTOBUIILI U HUTUYATBI KEPATUT
MPKCYTCTBOBAJIIM TOJILKO Y 3 MalMeHToB. Takue CUCTEMHbIE TPO-
SIBJICHUS], KaK apTpaJiriy, apTPUT, MypIypa, MOJMHEHponaTus,
BBINIOTHOM CEPO3UT U MHTEPCTULMATLHBIN He(PUT HAGITFONAIICEH
Y €/IMHUYHBIX MALMEHTOB. Pa3rpaHnunTh NopaXkeHue Jerkux npu
CCH u BIII — Tpynnas 3ajaua, OJHAKO UHTEPCTULHAIILHBIE TIO-
pakeHusl ¢ OyJIIe3HbIMM M3MEHEHUSIMU U Pa3BUTUEM TSIKEIION
00IMTEepHUpYIOLIell THEBMOHUM B OJIHOM Ciydae (TIPOBE/IEHO
3 Topakockomnuueckux 6uorncun st uckmouenust CR nerkoro)
Mbl oTHecsu K nposiBienusiM BIII, a ne CCJI. MutepcTrimans-
HOE NopaxkeHue ¢ (pOPO3HBIMU U3MEHEHUSIMU B HUXKHUX U CPejI-
HHX JIOJISIX JIETKUX MbI cBsi3biBaii ¢ CCJI, XOTs 3TO pasjefieHre
MOKET ObITh YCIIOBHBIM. KiMHMYeCKKe NposIBICHNs, XapaKTep-
Hble st B, cxopnbl, 3a uckimovyenueM ysennmueHus OY CXK,
neprepuuecKoi/BHY TPUTPYAHON JTUM(aIeHONATUN U IMMYHO-
Mopdcpostornueckux xapakrepuctuk HXJI. ITpu ananuze 6 HXJT
B UTAIbSIHCKOM ncciefoBannu yeennueHne OY CXK nabmona-
J0ck y 86%, yacToTa peuyIMBUPYOLIMX MAPOTUTOB JIOCTUrANIA
71%, Ho yacrotra yBeauueHus j1/y, cnextp JII13, mopdonoru-
yeckas/ummyHoMmopdosornyeckas xapakrepuctuka HXJI ne
npeficTaBieHbl. JlabopaTopHasi XapakKTepUCTUKA 0OEUX TPy
MAUEHTOB MpeJICTaBeHa B Ta0. 4.

Kak BujiHO U3 Ta6:1. 4, mauyeHThl UMEJIM IMMYHOJIOTHYECKUe
mapkepbl kak CCJI (AH® — 11, ALIA — 7, anturena K pubHyK-
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neonporeaze — APHKIT -3, PM-Scl - 1), tak u BIII (AH® - 11,
Ro/La-no3urusHocts — 7, PO — 10, ALIA — 7). 'uneprammariio-
OyJIMHEMMSI C MOBBILIEHHbIMU YPOBHSIMU MOJIMKIIOHATIBHBIX MM-
MyHor00ynuHoB (Ig) n cHmxkenneMm C4-KOMIOHEHTa KOMILIe-
MeHTa BbIsiBIeHa Y 55% O6onbHbIX. AH® ueHTpoMepHOro
CBeueHHs 0OHapy»eH y 6 MalMeHToB, KpanyaToro — y 3, romo-
FEHHOr0 M KpamyaToro — y 1, Kpanyaroro v LMTOMIa3MaTuye-
ckoro — y 1. OGpautaer Ha ce0si BHUMaHUE HU3KUI ypOBEHb
CD19+ kznerok B nepuhepuyueckoil KpoBu, HECMOTPsI Ha BbICO-
KYI0 MIMMYHOIIOTMYECKYIO aKTMBHOCTb, YTO MOXET yKa3bIBaTh
Ha Hakorienne ux B OY CXK npu HXJI, B TO ke Bpemst B OfTHOM
cllydae, HECMOTPsI Ha MOJIOKUTENIbHYIO B-K/IeTOUYHYI0 KIIOHAb-
HocThb B 6rontate OY CXK, Mopgonornyecku NoATBEpAUTh pas-
Butie MALT-mumcomsl He yaanock. CekpeTupyronmii Xapak-
Tep HXJI nabmonancs B ogHoMm ciydae. Tpancopmanus B
JABKKIJI noarBepskjieHa B OTHOM Cily4ae, M TOJILKO Y 3TOM ma-
LUEHTKU BbISIBISUIUCH BBICOKME YPOBHU JIAKTATAEIUAPOre€Ha3bl,
pa3BUTHE UMMYHOJIe(PUIMTA TTOJIMKIOHAILHOTO IgA 1 BbICOKast
nposmepaTUBHASI aKTUBHOCTD B 6uonTaTax /'y, OY CXK u ske-
ayaka ¢ uHpaekcoM mnposmgepaumn Ki-67 or 40 no 70%.
B ocranbhbix ciayvyasx MALT-nmumdbom Habmopancs HU3KAN
YPOBEHb pOUepaTUBHON aKTUBHOCTH OT 5—15% nipu onpefie-
nernn Ki-67, moBbIlIeHnsT ypOBHE JTAKTATAETUPOreHa3bl HE OT-
MEYEHO.

CpaBHUTEJIbHBII aHAIU3 AyTOAHTUTEJ] B 2 aHAIM3UPYEMbIX
rpynmnax nokasblBaeT, YTO y MAlEHTOB Halllell KOrOpThI MpH-
cyTcTBoBam Bee crienmduunbie st CCI ayToanTuTena, 3a nc-
KITFOUeHUeM ayToaHTuTesn K Tononzomepase [ (ATA), Torpga kak
¢hopmMUpOBaHUEe UTATLSHCKON IPYIIIb] HALUEHTOB 6a31POBAIOCh
TonbKo Ha Hasmun ALTA. Hapsy ¢ ayroanTurenamu ckiepo-
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JIEPMUYECKOTO CHEKTpa BCe NALMEHThI UMEJIN Ay TOAHTUTENA, Xa-
pakrepnbie aust BII (antRo/La — 65%, Boicokue g pbr PO —
91%), a TaxzKke y 1/2 naMeHToOB ONpe/eNsIUCh BICOKHE YPOBHU
TMOJIMKIIOHAJIbHBIX Ig 1 HU3KMe ypoBHU C4-KOMIOHEHTA KOMILIe-
MeHTa. [17151 06enx aHaIM3MpyeMbIX TPYMIN XapakTepHa Mefl-
JIEHHO MPOrpecCUpyIoNIast ¢ He3HAYNTENIbHbIM KOJIMYECTBOM CH-
CTEMHBIX NposiBIeHnH mumuTupoBanHas popma CCJI, Torya Kak
BbICOKAsl UMMYHOJIOTMYECKasl aKTUBHOCTD C OBICTPBIM TpOrpec-
CHpPOBaHMEM B OCHOBHOM CTOMATOJIOTMYECKHX TPOSIBICHUN 3a-
60J1eBaHNs1, MACCUBHON TMMPOUHON MH(UIBTPALMEN CITFOHHBIX
>KeJe3 u nocneyoumM passutrem JII3 nadmofganick B Haren
xoropre. ¥ 91% nauyeHToB CO 3HAYUTE/NbHbIM YBEJIUUCHUEM
OYCX B HameMm uccienoBaHny JuarioctupoBaibl MALT- u
DMALT-mumdomsl o cpaBaeHnto ¢ 14,6% nanmeHToB B UTalb-
SIHCKOM, B KOTOPOM aHanu3upoBanuch ALIA-no3utuBHele ciy-
yau BIII u numutuposanHoii hopmbl CCI, uTo mpejnoaraer
cBa3b passuTust HXJI ¢ nporpeccupoBanunem BIII, a He Hann-
yuem CCI] umm ALA.

Je6roT 3a60seBanuii ¢ PP u MefieHHOe MporpeccupoBaHue
CUCTEMHBIX TPOSIBJICHUI 3aTPY/HSIOT JUarHOCTUKY U Ha3Haue-
HUE aJIeKBATHON Tepanuu Ha paHHuX crajusix kak BIUI, rak n
CCH. Tonbko 2 cayvast P3 uarHocTpoBaHbl B MOJMKIMHUKAX,
TOrJia Kak ocTajbHble ciayvan kak P3, tak u HXJI quarnoctu-
POBAJIUCH B CIEMUATM3UPOBAHHBIX CTALMOHAPAX HA MO3[HUX CTa-
musix BIII. Bpaun nepBuYHOro 3BeHa HEOCTATOYHO MOArOTOB-
JieHbI K TpoBefieHnIo fud depeHnnansHon nuarnoctukn OP,
KCEPOCTOMUM, KCEPOPTATBMUN ¥ PEUMIMBUPYIOIINX MAPOTH-
TOB, & CJIEIOBATEJILHO, OTCYTCTBYET MaTOr€HeTUUECKas Tepanust
BII, yTo nprBOAUT K OJHOBPEMEHHOI MOCTAHOBKE JIMarHO3a Kak
HXII, tak u P3 y 80% maiuenToB B ciydasx pa3BuTus ImMda-
JICHONATUM, 3HAYUTEJILHOTO YBEJIMUCHUST OOJIBIINX CIFOHHBIX
KeJ1e3 WY BHEXKEJIe3UCThIX CUCTEMHbIX IIPOSIBIIEHNUIT 3a001eBa-
nus. [TaupenTs! ¢ BII B coueTannn ¢ mMMUTHPOBAHHON (pOpMOIt
CC/] nmen MMMYHOJIOTMYECKHIA TPO(UIh, XapaKTePHbIN Kak
nns BII (AH®, antuRo/La — 70%, AUA — 70%, P® — 91%),
Tak u gt CCI1 (AH®, ALHA — 70%, APHKII - 30%, Pm/Scl —
10%).

O06cyxaeHune

OpHUM M3 OCHOBHBIX Hay4HbIX HalpaBlieHUil JJabopaTOpun
nHTeHcuBHoi Tepanuun P3 ®I'BHY «HWU pesmatonorum
uM. B.A. HaconoBoii» sBnsercs quarHoctuka JIII3 npu A3.
B namem uentpe ¢ 2004 r., nocne pa3paboTKU U BHEIPEHUsI B
MPAKTUKY MAJIOMHBA3MBHBIX XUPYPrUYECKUX MPOLEAYP MO -
arHoctuke akcTpaHofanbHbix HXJI, Hakomien Hanboee 3Haum-
TEJIbHbIII B MUPOBOW MpakTHKe onbIT no auarHoctuke HXJT
GOJbLIMX CIFOHHBIX kedie3 npu P3 [31]. Hacrosiee nccneno-
BaHMe BKJIIOYaeT camoe Gosblioe yncno naguentos ¢ HXJI, Ha-
omopasumxcsi paiee ¢ CCJl B ofHOM peBMATOJIOTMYECKOM
LIEHTpPE, KOTOpoe ony6JIMKOBaHo B uTepaType. Kak npasuiio, B
3apy6exxHbIX Koroprax nauueHToB ¢ CCJI onuchiBanoch He
6onee 1-2 ciyyaes pazsutust HXJI, a B oTeyecTBeHHOI KOropTte
nampeHToB ¢ CCJ] pa3BuTHe reMaToI0rnIecKnX MaJIurHA3 AL
paHee BOBCe He OMUCKIBAJIOCH [22], 4TO mpepnoiaraeT oTcyT-
cTBHe yeTKoi B3aumocBsizu Mexxay CCJI 1 9TUM TUIIOM remaTto-
JIoruUecKux omyxosnedt [9]. B 6a3ax maHHBIX OHKOTEMaTOJIOTH-
yeckux peructpoB y 8—10% nanpenToB onuchiBatoT cBsizb HXJT
¢ A3, npu atom y 40% onn accoupupoBanbl ¢ CII, Torga kak ¢
CCJ, cBsi3aHbI ML €IMHUYHBbIE cyvau [9, 32, 33].

Iepsble omucanus guardoctuku HXJI npu CCII fatpoBaHbl
1967 r.[16]. K 2017 r. B MUpOBOI1 JIuTepaType OMMUCAHO TOJIBKO
130 cayvaes ¢ MuenoniHbIMU/IMMMOUIHBIMI HEOTUTA3USMU ITPU
CC1, mumcoujIHbIe OMyXOJU JUArHOCTUPOBAHbI B 66 cityyasix,
cpeau KOTOpbIX 6onbliHCTBO B-kierounbix HXJI, Torga kak
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bX u T-xnetouynsie HXJI tnarHocTHpOBaHbI COOTBETCTBEHHO
y 6 u 3 maientoB. Hanbonee yacteiM cyotunmom HXJI 3naum-
muck ABKKIJT (9 cinyyaeB) n MHOXKecTBeHHast Muenoma (14 ciy-
yae), HO cBsi3n HXJI ¢ kakum-nmn6o cyorunom CCI mimm omnpe-
JEJICHHbIMUA ayTOAaHTUTeJaMu He oOHapykeHo [34]. Hame
MCCIIefIOBaHNE COTJIacyeTcs ¢ OOLIENPUHSTON KOHLETMEN O TOM,
yro Bece bl HXJI varie auarHocTupyroTcs mocie IMTeNbHOro
teueHust P3, Torna kak P3 passuBarorcs nocie [TXT u myuesoit
tepanuu BX nim convpuHbIx onmyxomei [32].

B ormmmumne ot BII npu CCJ, 601b1110€ KOTMUECTBO TUMGPOM
JAMArHOCTUPYETCs! OIHOBPEMEHHO C MOCTAHOBKOI narHosa P3
WM B MIEpBbIe 5 NIeT TeyeHus 3a60sIeBaHusl, pefnoarasi Bo3-
MO>KHBII1 TapaHeonaacTuyeckuii Mexanusm passputusi CCJl B
Takux ciayvasx [24, 32—-34]. HekoTopble uccriefoBarenu, Onm-
cbiBast HXJI y oTfienbHBIX MaleHToB C OrpaHuueHHO (hopMoit
CCJ B nocnepnue 10 sner, npeanonaranu, yto Hamuune ALA-
MO3UTUBHOCTH — (pakTOp pucka pazsutus HXJI, onHako Bo Bcex
OMMCaHHBIX CITy4Yasix Habmomanock Hammume Takke BII [26,27,
35]. CunraroT, YTO OHKOreMaTOJOrnYecKre 3a00IeBaHms, Iar-
HOCTHpYEMBbIE /10 WM BO BpeMsi nocTaHoBky narHo3a CCJ, e
TOJIKHBI pACCMATPUBATHCS KaK CBSI3aHHbIE € 3a00JIeBaHUEM 13-
32 OTCYTCTBUS MATOTeHETHUECKUX B3anMocBsizert [9, 10, 32-34].
Tpu cnyuast mumdom (M dy3Hasi ObICTponporpeccupyromas
¢opma CCJI — 1, BIII ¢ numuTtuposanHoit popmoit CCII — 2)
pa3Buiuch cnycts 15 net, 4 roga u ogHoBpemenHo ¢ I[IXT u
nyuesoit Tepanueii npu Jeuernu JIX, DMALT-mamdgomsr 1 CR
MOJIOYHOM >KEJIE3bI.

Yxxe B nepsom onucannu HXJI y naunentos ¢ BIII mbI oT-
Meyvann Hanuuue pucka passutust JIBKKII npu nposenennu
JIy4eBOil Tepanuu OKOJIOYILHbIX XKeJle3 PH PeUUANBUPYOLNX
naporutax npu BII [36]. [Jo HacTosiero BpeMeH! B peaibHOM
OHKOT'€MaTOJIOTMYECKON MPAKTUKE JTyueBast Tepanus Hapsijiy ¢
CcyOTOTAILHON 9KCTUPNALUEH CIIFOHHBIX KeJle3 SBISIOTCS Hau-
6oJiee pacpoCTPaHEHHBIMU METOJAMU JIEUEHHsT MH/IOJIEHTHBIX
MALT-nmumM oM CITFOHHBIX XKele3, UTO MPUBOAUT K OONbIIOMY
KOJINYECTBY MOOOUHBIX MposBienuii 1 peuupusos HXJI, oco-
6enno npu Hanmuuun A3 [37]. ALIA BeusiBrsitorest y 14-39%
nammenToB ¢ CCJl n 3-28% manuentos ¢ BIII, Torpa xak npu
ApYrux 3a00JIeBaHUSX U Y 3[JOPOBBIX JINL, OOHAPYKUBAKOTCS
Kpaiite pesiko [18-20, 22, 24]. AHanu3upysi G0JIbIIYIO KOTOPTY
naupeHToB BII ¢ ALIA, MbI BBISIBUJIM HU3KYIO YACTOTY aH-
tiRo/La-anturen, PO, nefikonennu, runepraMmarioOyiuHe-
MHH, NOBbIIEHHBIX Hupp COD U rUMoOKOMIIIEMEHTEMUH B OT-
Juue oT Kiaccuueckoit (popmbl BIII, a Takske Hanuuue y 55%
nauueHToB cuHapoma Peiino, y 1/3 — AMA U NOBBILIEHHBIX
yposaei IgM [26]. MoxXHO cOoriacuThbCsl ¢ TOYKOW 3pEHUst
MHOTHX aBTOpoB 0 ToM, uyTo BIII ¢ ALIA — 3T0 0cOOGkIi CyoTHN
3a00J1eBaHusl, @ He BapUaHT auMuTpoBaHHoi hopmbl CCII ¢
CIII [3, 18-20, 27, 35, 38], yunTbIBasi, 4TO 3TU MALUEHTHI CO-
OTBETCTBYIOT KjaccupukauuoHHbM kputepusim BIII, HO He
Bcerfa CClI. IuTepecHo oTMeTUTS, uTo B rpynne ALIA-no3u-
TuBHBLIX Jny ¢ BII Takke pa3BUBanIuCh 3KCTpaHOJAIbHbBIE
MALT-numdomsl crtonHbIX kene3. [Tauuentst ¢ BII, no3n-
TtuBHBIE M0 ALTA [25], ciiydan 3a6071€BaHust KOTOPBIX OMUCAHbI
HAMU paHee, OYeHb CXOXKU MO KIIMHUKO-J1a00paTOPHBIM MpO-
SIBJICHUSIM ¢ 00befiHeHHol rpynmnoii nauuenTos BII ¢ ALIA u
AL A-no3utusHoit CCJ] ¢ CII 3 uTanbsHCKOTo UCCIIeIOBAHNST
[26]. Y onmcaHHOIT B JTaHHOI CTAaThe TPYMIbI MAEHTOB C CO-
yetanneM B u mumutuposanHoit popmbl CCJI npu cpaBHe-
Huu ¢ rpynnoit nauyeHTos ¢ b1 n AITA, onvcanHoll B UTaNb-
STHCKOM MCCIIC[IOBAaHUN, a TaK>Ke HAMU paHee, UMEETCs psift
CYLECTBEHHbIX Pa3IMUMii:

1) Bce mauMeHTbl YAOBJIETBOPSIJIM KPUTEPUSIM IOCTa-

HoBKkM jauarHo3a BII u 91% - numMutTupoBaHHON

¢opmbr CCJI;
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2) 1/3 nauueHTOB UMeNu pyrue cnenuguueckue CKIepo-
nAepMuYecKre ayToanTuTena, onucbisaemblie pu CCJ1, Ho
He Tonbko ALTA;

3) 6onee 1/2 naumMeHTOB UMEJIM TUNIEPraMMaryio0yJIMHEMHUIO,
BBICOKME YPOBHU MOJIUKJIOHAJbHBIX Ig, HU3KME YPOBHU
C4-KkoMITOHEHTA KOMIIJIEMEHTA;

4) anrtu-Ro/La-anturtena u PO o6HapyKnBammich B BHICOKMX
TUTPaX COOTBETCTBEHHO y 63 1 91% nauueHToB Hapsiyty
€O ckJeposiepMuyeckuM npocusem ayroanturen (ALA,
APHK-III, Pm/Scl);

5) nopaxkeHue Jerkux, nepudepuyeckas 1 rpyaHas mmmda-
[ICHONATHUsI NPUCYTCTBOBANN y 1/2 NalMeHTOB, TOIMla Kak
3HAUUTENIbHOE YBEIMUEHUE CJIIOHHBIX Kejle3 Habuofa-
JIOCh Y BCEX, UTO U IIPUBEJIO K IOCTAHOBKE IMArHO3a JIUM-
¢om y 10 u3 11 naumeHToB Npu MOPOIOrMYECKOM/UM-
MyHoMopdosioruueckom usydenuu 6uontaros OY CXK.

Takum 06pa3oM, HECMOTPsL Ha NPUCYTCTBUE ayTOAHTHUTEN,

YCIIOBHO OTHOCSIIMXCS K MOJKJIACCY CKIEPOAEPMUYECKUX, B
Hauleil rpynmne nauyMeHToB ONpefesIsiIuCh BCe KIMHUKO-1ab0pa-
TOPHBIE NPOSIBJIEHNs], XapaKTEPHbIE KaK 711 KJIACCUYECKOrO Ba-
puanta BIII, Tak u s orpannyenHon opmbl CCII, 3a uckito-
YEHUEM OJ[HOTO CJly4yasi, HE COOTBETCTBYIOILETO KPUTEPUIM
CCJI. Takum o6pa3om, 1o noctaHoBkM auarHoza HXJI Bce 60ub-
Hble UMenn 6osee 4-5 npegukropos passutust JII13 npu BIII.
B panee npoBeieHHbIX HaMU UCCIIE0BaHUSIX 339 naluueHToB co
3HAYNTEJIHO YBEJIMYEHHbIMU CIIIOHHBIMU Xenezamu y 155 au-
arHoctupoBaHbl MALT-numdombl, DMALT-numboMsl ciltoH-
HbIx kene3 npu BII u coueranun BIII ¢ PA, CCII u xpoHnye-
CKMMH TenatobounrapHbiMu 3abGoneBanusimu [31]. Hanumume
nmenHo BIII, a ve CII npu PA wmu CCJ] siBnsieTcsi OCHOBHBIM
npeaukTopoM pazsutss MALT-nmumdbom npu nanHbix P3.

ITposepenne Guoncuu 3HaUnTENLHO yBeandeHHbIx OY CXK

npu BIII no3BounsieT iarHocTpoBats Jokan3oBaHHbie MALT-
TMMOMBI CITFOHHBIX KeJie3 Ha paHHel ctagun y 89% nauueH-
ToB j0 pa3Butus DMALT-numcgpom u TpaHchopmauuu B
JIBKKIJI [39]. Panee y>ke onuchIBAIMCH OTYETIIMBbIE KOPPEJIsi-
muu Mexxny passutreM HXJI y manuenTtos ¢ BIII u 3HaunTens-
HbIM YBEIUYEHUEM OOJIbIUMX CIIIOHHBIX/CJIE3HBIX XKENe3, Mac-
cuBHON MHpUabTpauueiit MCXK HuHeill TyObl, BbICOKUMHU
ypoBzsimu P®, IgM 1 Hu3kumu ypoBHsIMU C4-KOMIIOHEHTA KOM-
IJIEMEHTA B CbIBOPOTKE, IOTOMY HEY[UBUTEJILHO, UTO B Ha-
crosiieM uccnefnosannu y 81% naumentos HXJI quarnoctupo-
BaHbl pu nepBoit 6noncun OYCXK [12, 13, 40].
IIporpeccuposanue BIII npu oTcyTcTBHANM ajieKBaTHOM Tepa-
muu y nauuentoB ¢ PA n CCJ] yBenuuuBaeT pUCK pa3BUTHUS
MALT-mumcpom, DMALT-mumdom 1 TpancgopMUpOBaHHBIX
HOBKKIJI, uTo 1 HaGMOaI0Ch B HALLIEM U UTAJIbSHCKOM UCCJIe-
JIOBaHUsAX , CDABHMBAEMBIX B IAHHOI paboTe. AHAIN3 JINTEPATYPbI
[OKa3bIBAET, UTO 3a Bee BpeMst uzydenust CCJ onmucaHbl TOJIbKO
2 ciyyast iuMombl, He cBsizannble ¢ CII: MALT-mimdpoma ske-
aynka [40] mn OYCX [41]. B nepBom ciyyae JUIUTeNbHOE TSKe-
JI0€ NOpakeHne NMUIIEBO/Ia NPUBEJIO K PA3BUTHUIO NIO3UTUBHON MO
Helicobacter pylori MALT-mamdombl kenyzika. Bo Bropom city-
yae CCJI pa3Bunach Ha pone HXJI crroHHBIX Xene3 U TpakTo-
BaJlaCh KaK MapaHeonIacTUYECKUl BADUAHT PA3BUTHS JAHHOTO
P3. Mopdonoruueckue 1 IMMYHOMOP(OJIOTUUECKUE CYOTHUIIbI
MALT- u DMALT-nmum¢om, InarHoCTUpOBAHHbIE B HAILIEM HC-
CIIE[JOBAHUU, YETKO CBSI3aHbl C NPOrPECCUPOBAHUEM U OTCYT-
cTBUeM ajiekBaTHoN Tepanuu BIII, a He MMMUTHPOBaHHOI (hOPMBI
CCH. Konuenuust C. Baldini 1 coaBT. 0 IOBBILLIEHHOM PUCKE Pa3-
BuTHs IMcpoM 1ipu cyorune «overlap-cungpoma ALIA-no3uTus-
noit muvuTrpoBanHoit CCJI ¢ Clll», a ve mpu BIII [26] ve namna
MOATBEPXK/IEHUs B HaleM ucciefoBannu. CrnelyeT oTMETUTD,
YTO UCNOJIb30BaHUE TEPMUHA «OVerlap-CUHAPOM» IpU OIUCAHUN
COYETaHUIl XOPOILO KJIACCU(ULUPYEMbIX 3a00J€BaHUI IPOTU-
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BOPEUNT OOLIENPUHATON KOHIEIIMN EPEKPECTHBIX COCTOSHUIA,
ocsemieHHbIX B 2016 1. (Textbook on Rheumatic Diseases,
EULAR, second edition).

YuuThIBast, 4YTO OTCYTCTBUE JICUESHNUS MM UCTIOJIL30BAHKE Ma-
noappexTrBHbIx 'K, nimaBennna 1 MeToTpekcara y nalyMeHTOB
¢ Bl n numutuposannoi popmoii CC/ B KOHEUHOM UTOTE TIPH-
BOJIMJIO K BBICOKOI1 YaCTOTE Pa3BUTHS IMM(OM B aHATIM3UPYe-
MBIX MCCIIEJIOBAHMSX , CIIS/IyeT TIATEIbHO OTHOCUTHLCS K TEPMU-
HOJIOTMU HM3yyaeMbIX 3a6osieBaHmii. Mbl paHee ONMUCHIBAIN
BO3MOXHOCTH pa3Butus npu couetannu BII n PA omnospe-
MeHHO JiByXx Tunos HXJI y ogxoro naumenta: MALT-nmumdombl
OYCX npu BIII u mMHO>KecTBeHHOU MuesoMmbl ipu PA [42].
Onpenenennble cyotunsl HXJT pa3BuBatoTCs NpH ATMTEIEHOM
Teuennu P3, onn yetko knaccudmmposansi npu B, CKB, PA,
Ho B3anMocBszeit ux ¢ CCJI unm cyotunamu aToro 3ab6oseBaHus
He ycraHoBieHbl [34]. Hacrosiee nccienoBaHue JeMOHCTpPU-
pyet Bbicokyto yactoty MALT- u DMALT-mumcom, pa3BuBato-
umxcst ipu BIII ¢ mmmurrpoBanHoit opmoit CCJI, Ho onu mpen-
crapistor coboit cyorun HXJI, nnarHoctupyemsix npu BIII.
B Hamem uccreoBaHuM MpU MCMOIB30BAHNM MOHOTEpANuy 1
KoMOuHMpoBanHo# Tepanmmu PTM u npknodgocdanom B ieueHnn
MALT- u DMALT-nmmdom 6e3 npu3HakoB TpaHcopManyi B
JABKKIJI na6bmopanace 100% 6e3peuuiMBHast S-JIETHSISI BbIKU-
BaeMocTb ¢ goctikenueM ITP y 100% u MonekyJsipHO peMuc-
crmn y 50%. K coxanenuto, B OJIHOM CITy4ae MO3JIHsIs IMArHOCTHKA
DMALT-nmmmdomsbl ¢ Tpancgopmanment B [IBKKJI npusena
2 peuuBaM U JIETaJIbHOMY UCXOJTY, HECMOTPSI Ha MFHTEHCHBHYHO
[IXT. Anamuz neuennst 248 HXJI cimtoHHBIX Kee3 U3 aMepuKaH-
CKUX M €BPOMNENCKUX LEHTPOB MOKA3aJl, YTO MOCHe XUpypruye-
CKOM, JTy4eBOI 1 KOMOMHUPOBAHHON Tepanuu y 1/3 manpeHToB
HaOITofIaIoCh MporpeccupoBanye ¢ peuuauBaMu, y 39% — Bbipa-
SKEHHbIE TIOOOYHbIE MPOSIBIICHNUSI, B OJIHOM CJTy4ae — NpOrpeccust
B JIBKKIJI 1 elie B OfHOM — pa3BUTUE IMM(OMBI U3 KJIETOK 30HbI
MaHTHU. THTEpPECHO OTMETUTb, YTO B 3TOM MCCJIEIOBAHUM MOHO-
tepanust PTM y He6ob1110#i rpyNIibl MALMEHTOB OKa3ajlach Hau-
Gosee hheKTUBHOM MPU aHAIIM3E BCEX METO/IOB Jieuenus [37],
YTO COTJIACYETCsl C MOJTyYeHHbIMU HaMH JJaHHbIMK. CBOEBpEMEH-
Has muarHoctrka BII/CIHI/CCJ, o6s13aTensHOe CBOEBpEMEHHOE
NpoBeJieHNe MAJOMHBA3MBHOI OUONCUM OOJBIINX CIIOHHBIX
JKeJie3 MPU MX 3HAUYMTENILHOM YBEJIMUEHUH /IO Havaja Tepaniu
I'K 6ynyT coco6cTBOBaTh KaK YJy4lIeHUIO AMarHocTuku P3,
Tak u panaemy BbisiBieHnto HXJI. Tepamus antunmmmdonposm-
epaTUBHBIMU U aHTU-B-KJIETOUYHBIMM T€HHO-MH>KEHEPHBIMU
npenapaTamy I0JIKHA UCTIONIb30BaThCs Ha paHHen ctajuu BIII B
couerannu ¢ mumuTupoBaHHoil CCIl, yunThIBasi BLICOKMI PUCK
pazsutus JIII3 y aT0i1 KaTeropnu NaeHToB.

3akAloueHue

[ns BII xapakTepHo codeTaHWe C JMMUTHPOBAHHBIMHU
¢opmamu CCJI He3aBUCUMO OT BbISIBJISIEMOTO CHIEKTPA CKJIEpO-
JAepMHUUYECKUX ayToaHTuTesd. P3 mopBep>keHbl Tpeumylie-
CTBEHHO KEHIIMHbI, 3a00/IeBaHNE KOTOPBIX JIEOIOTUPYET yalle
¢ kimmHnueckux nposisiernit PP (64,5%), couetanust OP ¢ mpu-
3nakamu BIII (45,5%) B Bo3pacte 1o 50 net. HXJI nuarnoctu-
poBasich nociie AauTensHoro teueHust P3 (meguana — 9 ner),
Haubonee yacTo B Bo3pacte oT 50 mo 60 ner (MepmaHa —
59 nert). [Ins coyeTaHusi IByX 3a00JieBaHUI XapaKTEpHO Mpo-
rpeccupoBanue cromarosornyeckux nposisienuit b1 ¢ peuu-
JAMBUPYIOUIMMH MAapoTUTaMu y 1/3 mauueHTOoB, BbIPasKEHHOM
miMmponHoi nHpubTpanpeit MC2K u nocteneHHbIM yBeaude-
nuem OYCXK c pa3BuTreM TsKenbIX (PyHKIMOHAIBHBIX HApY-
HIEHUI OOJIBIINX CIIFOHHBIX 2KeJie3, HapaCTaHUEM CUCTEMHBIX
MPOSIBJICHUI 1 TMMajIeHONAaTHH, TOTJ]A KaK CKJepojiepMuye-
CKHMe NPU3HAKM MPOrPeCcCUPOBAIIN MEJIJIEHHO, HECMOTPS Ha [N~
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blll, CCA n aumeporniporngpepatmsHbie 3aboresaHms

TeJbHbII nieprof] 3a6oneBanust 1o passurus HXJT (11,1£5,7).
VIMMyHOJIOrMuecKMMI HApYILICHUSIMU B HALLIEH TPyTIIe NalyeHToB
ObLIM TUTEPramMMaryio0yJIMHEMus!, BLICOKHUE YPOBHHU TOJIMKJIO-
HanbHBIX g, cHkenne C4-KoMmmoHeHTa KoMmiiemeHTa y 1/2 na-
LUEHTOB Hapsiny co criepduuecknM st BII npoduiem ayro-
antuten (antuRo/La — 70%, P® — 91%) mn nanuumem
cneun@UUecKnX CKICPOJICPMUUECKUX ayTOAHTUTEN (Kpome
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