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NUMOONPOJIMMEPATUBHLIE 3ABOJIEBAHUA
NPH BOJNIE3HU LWWETPEHA
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TIpu dnumenvrom nabaiodenuu 412 6onvhoix 6oaesnvto lleepena — BII (meduana 10 nem) y 46 (11,2%) ycenuiun pazeuaucs HeXo0HCKUHCKUE AUMPO-
mot (HXJI). Cpednuii 6o3pacm 60abHbIX 6 nepuod duazHocmuku aumgom cocmasun 55,3 eoda (om 24 do 82 aem). Meduana onumenvHocmu mevenus
B do pazeumus aumepomsr cocmasuna 17 aem. Y 43 (93,3%) 6oavhovix aumgponpoaugpepamusnvie 3a6oreeanus (JI113) uoenmupuyuposansvt kax
B-kaemounsie u'y 3(6,7%) — kax T-knemounsie. Bcmpeuanuce 6ce munst HXJI, 3a uckarouenuem aumpom uz Kaiemok-npeouecmeeHHUKo8, ¢ npeoo-
nadanuem ouphyznoix B-KKII (39%) u aumegpom MALT-muna (21,7%). Boiseasauce npeumyuecmeenno Hodanshwvie HXJI ¢ sxcmpanodanshsim nopa-
aceruem (52,2%), uzoauposannvie Hooanvhwie (21,8%) u sxcmpanodanvhvie (26%) ecmpeuanucs pesce. Haubonee uacmo eogaexanuce npu JII3 aum-
gamuueckue yanol (74%), caronnsie ucenesol (45,5%), neekue (26%), kocmuoiii mose (19,5%), neuens (17,5%), cenesenxa (13%), caesnvle xucenesol
(6,5%) ¢ peokum nopaxcenuem koavya Ilupoeosa — Banwvdeiiepa, causucmoii noaocmu pma, SuMHUKA U 20108H020 MO32a. Ig-cexpemupyrouuii éapu-
anm aumeom nabarodancs 6 53,7% cayuaes. JII13 pazsusanucy npeumyuecmeerto y 60AbHbIX ¢ CUCTEMHbIMU NPOABAEHUAMU U No30Hel cmadueil BIII.
Tpeduxmopamu pazeumus HXJI npu BIII seasauce 3Hauumensroe ygeauueHue 0KOA0YUHbIX CAHOHHbIX Jcee3, CMeUAaHHAs MOHOKAOHANbHAS KPUO2A0-
OyauHeMus, eeHepalu308antasn aumgadeHonamus, Haiudue 6oaee 5 oKycoe AUMPOUOHol UHGUABMPAUUU 8 OUONMAMAX MAAbIX CAHHBIX Jcene3 U
mpomooyumonenus (p=0,024, p<0,001). lrumenvHoiii npuem mManvix 003 AAKUAUPYIOUUX YUMOCMAMUK08 (1elikepaH, yukaogocgar) cHuxcaem aepo-
amuocms paseumus JII3 npu BII (p<0,001). 5-remuss evincusaemocmos havuenmos c JII3 om momenma nocmarosku ouaenoza HXJI cocmasuna
54% npeumyuiecmeento 3a cuem 8bicoKoi cmepmuocmu 6 epynne 60avHbix ¢ B-KKJI.

Buvicusaemocmo nayuenmoe BIII, umerowux u ne umerowsux JII13, nocae 20-remueco nabaiodenus cmamucmuuecku 3Hauumo pazaudanacy — 32u 76%
coomeemcmeento (p<0,001). Beposmuocms pazeumus HXJI nocae 40 nem meuenus b1 cocmaensem 40%, umo nozeonsiem paccmampugams 3mo 3a-
0Oonesane 0OHOBPEMEHHO KAK aymOUMMYHHOe U AuMgonporughepamusHoe.

Karouesvie caosa: 6onresns Illecpena, cundpom Illeepena, aumpomot, aumgponporugepamusnvle 3a601e6anus.

LYMPHOPROLIFERATIVE DISEASES IN PRIMARY SJOGREN'S SYNDROME
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During long term follow up (median 10 years) of 412 patients with primary Sjogren’s syndrome (pSS) 46, (11,2%) women developed non-Hodgkin's
lymphoma (NHL). Median pSS duration before development of NHL was 17 years. 43 (93,3%) patients had B-cell and 3 (6,7%) - T-cell NHL. All
types of NHL were present except precursor cell lymphomas. Diffuse large B-cell lymphoma (LBCL) (39%) and MALT lymphomas (21%) prevailed.
Nodal NHL with extranodal involvement (52,2%) were the most frequent. Nodal (21,8%) and extranodal (26%) lymphomas were less frequent. The
most frequent target organs in lymphoproliferative disease (LPD) were lymph nodes (74%), salivary glands (45,5%), lungs (26%), bone marrow
(19,5%), liver (17,5%), spleen (13%), lachrymal glands (6,5%). Waldeyer's throat ring (4%), oral cavity mucous membrane, ovary and brain (2%)
were involved rarely. Immunoglobulin-secreting variant of lymphoma was revealed in 53,7% of cases. LPD developed predominantly in patients with
systemic features and late stage of pSS. Significant increase of parotis, mixed monoclonal cryoglobulinemia, generalized lymphadenopathy, presence of
more than 5 focuses of lymphoid infiltration in small salivary glands biopsies and thrombocytopenia were predictors of NHL development in pSS
(p<0,001). Prolonged treatment with small doses of alkylating cytostatic agents (leukeran, cyclophosphan) decreased risk of LPD development in pSS
(p<0,001). 5-year survival of patients from the moment LPD was diagnosed was 54% mainly due to high mortality in the group of patients with LCL.
Survival of pSS patients with and without LPD significantly differed (p<0,001): after 20-year follow up survival was 32% in group with LPD and 76%
in group without LPD. Probability of NHL development after 40-year course of pSS was 40% what allows to consider this disease simultaneously
autoimmune and lymphoproliferative.

Key words: primary Sjogren’s syndrome, non-Hodgkin's ymphoma, lymphoproliferative diseases.

Bbonesnp lllerpena (BIL), niu mepBUYHBIN CUHIPOM
[llerpeHa B 3apy6exHoit auteparype (H.S. Sjogren — miBen-
ckuit odprampmoror, 1899—1986), — cucreMHoe 3abosieBaHMe
HEW3BECTHOW 3THOJIOTMU, XapaKTepHOW YepToil KOTOPOTO
SIBJISIETCS XPOHUYECKHUI ayTOMMMYHHBIN 1 JTuMdornpoande-
PATUBHBII IIPOLIECC B CEKPETUPYIOLINX SIIUTEINAIbHBIX XKe-
JIe3ax ¢ pa3BUTHEM MapEeHXMMAaTO3HOIO CHalaleHUTa U CYyX0-
ro KepaTOKOHBIOHKTUBUTA [1—4].

Cunapowm Ilerpena (CI), win BTOPUYHBIM CUHAPOM
[lerpena B 3apy0OexHOU JTUTEepaType, — MOpakeHWe CITIOH-
HBIX U CJIC3HBIX JXeJe3, pa3BuBaolieecs Y 5—25% GOJIbHBIX ¢
CHUCTEMHBIMM 3a00JIEBAHUSIMA COEIMHUTEIbHOI TKAHM, Ya-

1e — PEeBMATOUIHBIM apTpUTOM, Yy 50—75% OGOIBHBIX C XPO-
HUYECKUMU ayTOMMMYHHBIMU MTOPaKEHUSIMU TEYEHU U LU~
TOBUIHOW 3KeJie3bl (XpPOHWYECKUII aKTUBHBIN TenaTuT, Mep-
BUYHBIN OWJTMAPHBIN IIUPPO3 TIeYeHW, ayTOUMMYHHBIM TH-
peorauT XalmMOTO) U pexke TIPY APYTUX ayTOUMMYHHBIX 3a-
6oneBaHUsX |3, 5].

BIII BkmrouyeHa B rpynmy aud@y3HbIX 00Je3Hel co-
€AVMHUTEIbHON TKaHU, XOTs, YUUThIBasl MEepPBUUYHbIE Opra-
HBI-MUILIEHU (PK30KPUHHbBIE 3MUTEINATbHbBIE XEIe3bl),
CTOUT OJIMXKE K TpyMIie OpraHOCTeNM(GUIECKUX ayTOUM-
MYHHBIX 3200JIeBaHWI, TAKUX KaK TUPEOUIUT XaIlTUMOTO.
Pacnpocrpanennocts BII Bapsupyet ot 0,1 10 3,3% B 00-



et momyastuuu u ot 2,8 10 4,8% cpemu nui crapiie S50 jeT
[6—8]. 3aboseBaHue BcTpeuaeTcst y XeHIMH B 10—25 pa3
yaie, 4eM y MyxX4uH. [leGoTupyeT OOBIYHO B BO3pacTe
20—50 et u pexe Habmogaetcs y aereit [3, 9]. [Nonukio-
HajlbHasl aKTUBalUs B-KJIETOK MPUBOAUT K MOSIBJIECHUIO
GOJTBIIIOr0 KOJIMYECTBA ayTOAHTUTEI, HATIPABJIEHHBIX MPO-
TUB Pa3MYHBIX OpraHocrnenuduueckux U HeopraHocrie-
undndeckux ayroantureHos [1—-3, 5, 7, 10]. [Tpu aTom 3a-
0oJIeBaHMU HEPEIKO OOHApyXXMBAIOTCS pa3jinWyHble Bapu-
AHTBI LIUTONEHMI, AUCTIPOTEMHEMUYECKHE HAapYIICHUS] U
MOHOKJIOHaJIbHbIE rammanaTiu. OCHOBHBIMU J1abopaTop-
HbIMU HapyueHusiMu ripu BI sgBasitoTcst runepramMmmario-
oynuHeMust (70—80%) mpenMyIIecTBEHHO 3a CYET IOJIU-
kioHabHBIX IgA, 1gG (50—60%), 3HAUMTENBHO pexe — 3a
CYET MOJUKIOHAIbHBIX IgM 1 MoHOKIIOHANbHBIX Ig (15%),
oOHapyXeHHe peBMaTOUAHOro (ak-
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Hbix BLL, Bkitouas gonnukynspHeie TUM@POMBbI, TUMGOMBI
30HBI MAHTUU W MapTUHATLHOUN 30HBI TUMOOY3II0B, nud-
(ysHbIe KpyrmHOKIeTouHbIe TuMdoMmbl (I KKJI) u, ocobeH-
Ho yacTo, MALT-nmumdombl (U3 CBI3aHHOM CO CIM3UCTBIMU
000109KaMU TUMDOUTHON TKaHM), @ TAKXKE TIAa3MOILUTOMBI
[9, 11, 14, 16—21, 23—25]. PaHee onmyOJIMKOBaHHBIC PE3YiIb-
TaThl, TIOJyYeHHBIC TMMPU HAOIIONEHUM HEOOJBIIUX TPYIITT
6ompHbIX BII, yKa3eiBatoT Ha BO3MOXKXHOCTD Pa3BUTHST JTUM-
donpomnbeparuBHbix 3a60aeBanuii (JII3) y 4—10% nauu-
eHToB [1, 2, 5]. Puck pa3Butus 310KaueCTBEHHbBIX JTUM(POM
npu BII B 44 pa3a BbilIe, yem B o0O1Ieii monyasinuu [22]. B
1999 r. 8 eBponeiickux peBMaTOJIOTMYECKUX LIEHTPOB OIMy0-
JINKOBAJIM PE3yJIbTaThl COBMECTHOTO HCCIIeNOBaHUSI, KOTO-
poe Bkiouanio 33 6onpubx BII, nmetomux HXJI [18]. AB-
TOPBI MPUILIM K 3aKII0YeHUI0, 4To ¥ 4,3% 6onbHbix BILL

topa (P®), anTHYKI€apHOTO (haKTO-
pa (AH®) u antusimepusix Ro/La aH-
turen (90—100%), KpuorioOyiuHe-
muu (20—-30%) ¢ HanuuueM MOHO-
KJIOHAJbHOTO KOMIIOHEHTa y TPETH
oonbHbIX [2, 5, 9—11]. Peunnusupy-
[o1asi KpUOTJI00yIMHEMUYecKast myp-
nypa (puc. 1) c oOHapy>keHHueM MOHO-
KJIOHaJNbHBIX g, oOnamamIIMX akK-
TUBHOCTHI0O P® B KpuolpeLunura-
Tax, SIBJISIETCSI MAPKEPOM IIPOTHOCTH -
YecKM HeOJIaronpusiTHOM hoOpMbI ae-
CTPYKTMBHOI'O BAacKyjuTa IIPU 3TOM
3a00JIeBAHUM U HEPEIKO TOSIBIISIETCS
3a TOJITHE TOMIBI 10 Pa3BUTHS TUMOBOM
[11, 12]. B MoxeT mpoTekaTh Kak

opraHocnenndUIecKoe ayTOMMMYH-
HOE€ HapyuieHue (ayTOUMMYHHasl 9K-
30KPUHOMNATHUSI), HO OOJBLUIMHCTBO OOJIbHBIX MMEIOT CUC-
TEMHBIE MTPOSIBJIIEHUS C BOBJIEYEHUEM CYCTaBOB, MBILILI, CO-
CYIOB, JIETKMX, IMOYEK, HEPBHOW CUCTEMBI U JTUMGbOY3JIOB
[1,2,4,5,9].

BonpmmmHcTBO MccnenoBateneii paccmarpuBaioT BIIT
KakK CJIeJCTBUE UMMYHOTIATOJIOTMYECKUX peaklivii Ha BUPYC-
Hble aHTUreHbl. [loTeHIMaTbHBIMU STUOJOTMYECKUMH KaH-
AATaMU SIBJISTIOTCSI CHAJIOTPOITHBIE (LIUTOMETATIOBUAPYC, BU-
pyc DnteitHa — bapp, Bupyc reprieca VI) n tuMdoTpoIiHbIe
(BUY, T-mumdbotponHerit Bupyc | Tuma) Bupycel. Beigene-
HME BUPYCHBIX YAaCTHUIL U3 TTOPaKeHHOU TKaH! CIIOHHBIX XKe-
Jie3, HaIMuMe aHTUBUPYCHBIX aHTUTEIN, a TaKXKe MOJEKYIsIp-
HOW MUMUKPUM MEXIYy BUPYCAMM U ayTOAHTUTEHAMU TpeN-
oJIaraeT BO3MOXHOE yJyacThe BUPYCOB. TeM He MeHee Mpsi-
MBIX JIOKa3aTeJbCTB BUPYCHOU 3THOJOTMU 3a00JieBaHUS HE
cymectsyeT [3, 10, 13, 14].

BIII siBsieTcst mpupOaHOIt MOAENIBIO Pa3BUTHS TUMDO-
npoaudepannu. [lepBoHayanbHO TUMGbOUTHbBIE MHOUIBTPA-
ThI B X€JIE3UCTBIX TKaHSIX CUHTE3UPYIOT MOJIMKIOHaIbHBIE Ig,
no3aHee B 15—20% cirygaeB 0OHapyKUBaeTCsi CHHTE3 OJIUTO-
Y MOHOKJIOHAJIBHBIX g, B JajbHEiIeM pa3BUBAIOTCS pa3-
JIMYHBIE BAPUAHTHI HeXOMKKIHCKUX TuMpom (HXIT). Cpas-
HUTEJIBHO PEOKO HAOMIONAeTCs] ONHOBPEMEHHOE Ppa3BUTHE
numdomst u BT [9, 15—19].

IlepBoe Habmonenue S. Rothman u coasrt. (1951), uto
3JI0KaYeCTBEHHAsl JTUM(GOMa MOXET OCJIOXHSTh TeYEHHE
BIII, B nanpHeiIeM ObII0 TOATBEPKIEHO MHOTOUNCIICHHBI-
MHu coobuieHusMH |5, 11, 15, 16, 20—22]. OmnmcaHbl pa3ind-
Hble ructonorndeckue tunsl HXJI, pa3suBalouecs y 60Jb-

Puc. 1. Peyudusupyrouwas kpuoearobyrunemuueckas nypnypa npu bIIT

pa3BUBAIOTCS JIUMGOMBI, MPEUMYLIECTBEHHO MaprUHalb-
Hoii 30HBI (48,5%), KoTopble Yalle OOHAapy:KWBAIOTCS B
CIIOHHBIX Xene3ax (54,6%).

Lless HACTOSIIIETO MCCTENOBAHUST — TIPEICTABUTD Yac-
TOTy U ructojorudeckue tumbl JII13, pasBuBiimecs y 46
ooabHbIx BII, nath pa3BepHyTYI0 KIMHUKO-Ia00PaTOPHYIO
xapakrtepuctuky JII13, oleHUTh BIMsIHYE IPEIIEeCTBYIOLIEH
tepanuu bLL Ha pazBuTre TMMOONAHBIX HEOITa3Uii ¥ TOKa-
3aTh BBKMBaeMOCTh 00TbHBIX B ¢ pa3nuaHbIMU BapraHTa-
MU 37I0KaYeCTBEHHBIX OITyXOJIEH, TPOUCXOMSIINX U3 TUMDO-
UIHOW TKaHU.

Marepuannbl 1 MeTOAbI

B Hacrosiee ncciaenoBaHue BKIIOYEHBI 412 GOIBHBIX
BIIT (406 xeHIIKMH, 6 MYXKYMH), HAXOAMBILUXCS MO HA0JII0-
nenueM B WMHctutyre peBmatosnorum PAMH B nepuon
1975-2005 tr. O6s13aTeTEHBIM KPUTEPUEM BKITIOUEHUST OBLTO
HaOJoIeHre He MeHee S JIET MocJie epBOro 00caeI0BaHUs U
noctaHoBku auarHo3a BIII (406 GobHBIX, MeauaHa Ha0JIo-
nenus 10 get ¢ konedbanusimu ot 5 1o 30 net). B uccnenosa-
HUe TakXe ObUIM BKJIIOUCHBI 6 GosibHBIX BIII, ymepiiux B
YKa3aHHBI BPeMEHHOI TTepuo/ 10 TISITU JIET OT Havajia Ha-
omonenus. [lanmeHTH HEOMHOKPATHO TIOCTYIIAIN B KITMHU-
Ky MHcturyta peBmaronorun PAMH Ha mpoTsokeHun BCero
nepuoja 3a00JieBaHUS U MTPOXOAUIIN OOILIETPUHSITOE KINHU-
KO-WHCTPYMEHTaIbHOE U JabopaTopHOe obcaenoBaHue. Ha-
YaJioM HaOJTI0OIeHNs CUMTAJIOCh TIePBOE 00CIeI0BaHuE, B pe-
3yJIBTaTe KOTOPOTo ObLT ycTaHoBNeH nuarHo3 BIL, okonua-
HHeM — TiocienHee obcienoBane B UHCTUTYTe peBMaTONIO-
MY WY JIETATbHBIN UCXO.

!

Looz. ¢ BUIOUNOLYWIIOHHO
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Puc. 2. 3uauumenvroe yseauuenue OY2K npu bIII

VY 46 GonbHbix Bl guarHOCTUPOBAaHBI pa3IUYHbBIE
BapuanTel JII13, u3 Hux y 16 nuaruos BII u JIT13 6bL1 m10-
CTaBJIeH OIHOBPEMEHHO MpPU MepBOM OOCIEIOBAaHUU B
MHucTtutyTe peBmMaTosoru. boiapHble UMENU IIUTEIbHOE

Tabauua 1. Yacmoma pa3zauuHolXx 6apuUanmoe
3n0KkauecmeenHovix I3y 60abHbIX
Bl (n=46)
Bapuant AGe. %
KKJI (B-IKKJI-18,T-KKJI-1) 19 41,2
MALT-numpoma 10 21,7
JIumdoma MapriuHaaIbHOM 30HBI CEJIE3EHKU 1 2,2
DosukynsgpHas iuMmboma 5 11
MakpornobynuHeMus: BanpaeHcrpema 2 43
Jlumboma 13 KIETOK MAaHTUHHON 30HbI 2 4,3
ConuTapHast HOLyJIsipHast MJ1a3MOLUTOMAa 2 43
B-XJ1J1 1 2,2
JlumdorazmorutapHas immboma 1 2,2
B-xnerounas iumboma, Hekiaccudumpyemas, 1 2,2

MaJIOii CJIIOHHOW XeJe3bl
T-knerouHas aumdoMa Majioi CIFOHHOM Xene3bl | 2,2

TMepudepuueckas T-kieTtouHas aumdoma, 1 2,2
HecnetmduimpoatHas (JleHHepTa)

teueHue BII mo pa3putust u nuarHoctuku JITI3. Y 6 u3 46
OOJIBHBIX MUAaTHO3 JUM@OMBI BIiepBble BepubUIINPOBAH
Ha ayTOTICHU.

JlnarHos, BapuaHThl TedeHus u ctaauu Bl ycraHnas-
JIMBaJIM Ha OCHOBAHUM pa3paboTaHHBIX B MHCTUTYTE peB-
matosioru PAMH knaccudukanmoHHbBIX KpUTepHeB |3, 6].
HNuarno3 BII craBwicsi Ha OCHOBaHUM OTHOBPEMEHHOTO
mopaxeHust 11a3 (CyXoil KepaTOKOHBIOHKTUBUT) U CITIOH-
HBIX 3kKese3 (MMapeHXMMAaTO3HBIM MapOTUT C TOJOCTSIMU B
napeHxume 6osee 1 MM), HepeaKO B COUETAaHUU C CUAJION0-
XUTOM, COMPOBOXIAIOIIMMCS CHUKEHUEM CTUMYJIUPOBAH-
HOI acCKOpOMHOBOU KMUCJIOTOM caauBalMu MeHee 2,5 MJI 3a
5 MUH U HaIWYMEeM JUMOOTUCTUOLUTAPHOU MHGUIbTPA-
uu B cpenrem 100 u Gosiee KIETOK B TI0JIe 3pEHUS MUKPO-
cKoma TIpW MCCICHOBAaHUM OMOTITATOB YETHIPEX MaJIbIX
CJIIOHHBIX XeJie3 HUXKHEH TyObl Y 00JIbHBIX ¢ UMMYHOJIOTH -
YeCKMMHU HapylleHUussMU (OOHapykeHUe B KPOBU BBICOKMX
TUTPOB PEBMATOUAHBIX M aHTUHYKJIEapHBIX (HaKTOPOB M
antusnepHelx Ro/La antuten). BosbHBIE, Y KOTOPHIX B
mpoliecce TUHAMUYECKOTO HAOIONeHUs] Pa3BWINCH KITU-
HUYECKHE U CepOJIOTMIYeCKre TTPU3HAKHU, XapaKTepHbIC IS
NIPYTUX ayTOUMMYHHBIX 3a00eBaHuii (6onbHbIe ¢ CIII), He
BKJIIOYAIUCh B Hactosiiiee uccienoBanue. Cramum BII
CTAaBWJIMCh Ha OCHOBAaHUU cHUajorpacdrieckKoil KapTUHBI
TOpaxkeHUs CIIOHHBIX XeJie3 U TOJbKO TPU HaJuIuu OyJI-
JIE3HO-HUTYATOTO KepaTUTa, MO3IHSIS CTaaus 3a00IeBaHUs
JIIMAarHOCTUPOBaIaCh Ha OCHOBaHUM 0 TaJIbMOJIOTHUYECKOTO
HeoOpaTUMOro nposiBjieHus 3abosieBaHus. Ilon yBenuye-
HUEM OKOJIOYHIHbIX CIIOHHBbIX Xese3 (OYXK) Il crenenu
noapasyMeBasioch 3HauuTeIbHOe yBenndeHue OY2K («mop-
JlouKa XoMsikar»; puc. 2), non yseauueHnuem OYK I crene-
HU — HE3HAUYUTENbHOE UX YBEJMYCHUE, OIMpeaeIsieMoe
TOJIBKO TTaJIbIIATOPHO.

I1pu nopo3penuu Ha paszButue JII13 60MbHBIM MPO-
BOJIWJIM TUCTOJIOTUYECKOE MCCAe0BaHUE OMONTATOB JIUM-
haTtnyeckux y3aoB (n=32), OYK (n=16), MaJIbIX CTIOHHBIX
xeje3 Tyonl (n=46), nerkux (n=2), ceneseHku (n=1), cex-
LIMOHHOTO MaTtepuaja (TOJIOBHOM M0O3T, n=1; numdaruue-
CKUe€ y3Jbl, n=06; JIlerkue, n=35; mne4eHb, n=3), TpernaHoou-
OINTaTOB KOCTHOTO MO3ra, a TakxKe MOJACYEeT MHUEeJorpaMM.
W3 46 6oabHbIX ¢ JITI3 38 GOJBHBIM MPOBEACHO UMMYHO-
Mopdosornueckoe ucciaeaoBaHue OGMOTICUPOBAHHOTO Ma-
Tepuana (aquarHo3 JuMdoM, ycTaHOBIEHHbIX a0 1990 r,
0a3npoBajicd TOJIbKO Ha TMCTOJOTMYCCKUX NAHHBIX). bu-
OITaThI M OJIOKU MaJbIX CIIOHHBIX Xene3 1 OY XK, numdbo-
y3JI0B OILIEHMBAIM THUCTOJOTUYEeCKU. MMMyHObeHOoTUI
OIYXOJIEBBIX TUMGOLMTOB ONMpPeaessan UMMyHobII00peC-
IIEHTHBIM METOIOM CO CTAaHIAPTHBIMU ITaHEISIMU MOHO-
KJIOHAJIbHBIX aHTUTEN, a mapadHOBBIE CPE3bl U3YyUaINCh
UMMYHOTIepOKCcUIa3HbIM MeTonoM [17]. B HekoTopbix
ciydyasix 2 MeToja ObLIM MCITOJb30BaHbI IJI 00Jiee TOUHO-
ro omnpenejieHus] UMMYHO(GEHOTHMA OTyX0JIEBbIX KJIETOK.
TpenaHoGuoNTaThl KOCTHOTO MO3ra OLEHUBAIM y BCEX
o6osbHbIX ¢ JITI3. B oTAeAbHBIX ciiydyasXx TPOBOJUIN UMMY-
HOMOPGOIOTHYECKOe UCCIeOBaHUe TTperiapaToB KOCTHO-
T0 MO3Ta, U3yJai UMMYHO(MEHOTHIT OTTYXOJIEBBIX KJIETOK B
nepudepruIecKoil KpOBH.

JIns1 BBISIBACHUST M TUTIMPOBAHUST MOHOKJIOHAIbHBIX Ig
WIN UX (pparMeHTOB UCIOIb30BaIN 371eKTPOGhOpPeE3 ChIBOPOT-
K1 KPOBM Y KOHIIEHTPMPOBAHHON MOYHM B TeJie arapo3bl C IMO-
cJelylollleil TeHCUTOMETpueill asekTpodoperpaMm, UMMY-
HOMUKCAINI0 U UMMYHO3JIEKTpodope3 ¢ MOHOcIeuduie-
CKHMMM aHTUCHIBOPOTKAMMU.



COBOKYITHOCTh ~KJIMHUYECKUX,
MOP(OJOTUIECKUX, UMMYHODEHOTH-
MUYECKUX XapaKTePUCTUK OIyXOJIeit
JIUMGOUIHON TKaHM OLIEHUBAIW Ha
ocHoBaHMM kjaccupukanuu BO3
(2001). Cragum JIT13 ycraHOBJIEHBI B
COOTBETCTBUU C Kjaccudukauuei,
rpuHsaTOoi B Ann-Arbor [26].

Craructnyecknii anaim3. Cpas-
HEHME KauyeCTBEHHBIX IepPEeMEHHBIX
OBLIIO BBIMIOJHEHO C MOMOILBIO TBYCTO-
poHHero TouyHoro Kputepus Puirepa,
kputepusi %’ [lupcoHa ¢ mompaBKoii
Meiitca. B ciyyae MHOXECTBEHHBIX
CpaBHEHMI TpPUMEHSJIAch IOIpaBKa
BoudeppoHu. AHanu3 BbIKUBAEMOCTU
U BeposiTHOCTU pa3Butust JITI3 Beimosn-
Hsiin MetonoMm Karutana — Maiiepa.
Jlor-paHroBblii KpuUTepUii MCMOJIb30-
BaH JIJI1 CPaBHEHMSI BEPOSITHOCTU BBI-
XKWBaHUS B TOIATrPYIIax TallMEHTOB.
Boruucisuin 95% noBepuTeIbHbIA MH-
tepBan (95% AWN). Pasnuuusi cuura-
JINCh CTaTUCTUYECKU 3HAYUMBIMU TPU
2<0,05. AHanu3 AaHHBIX BBHIMOJHEH

C  MCIMOJIb30BAHUEM TMPOTPaMMBbl
STATISTICA 6.0.
Pe3ynbrarbl

Y 46 (11,2%) u3 412 GosbHBIX
B, nabmomaBiuxcss B MHCTUTYTE
peBmaronoruu PAMH (meauana Ha-
omonenus 10 jer), nuarHocTUpoBa-
nel JIT13. Bee JIT13 pa3Buiuch y XeH-
IIMH B Bo3pacTe OT 24 1mo 82 jer.
CpenHuil Bo3pacT B MEPUOJ JUArHO-
cruku JIT13 cocraBuin 55,3 roma. Me-
nuaHa juteapHocTu TeyeHus b1 no
pasutus JII13 — 17 net (ot 1 mo 38
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net). ToabKo y 0aHO# 60JIbHOM 67 JieT v
¢ 1MMbOMOIi U3 KJIETOK 30Hbl MAHTUU
Ha0JI0aJI0Ch OJHOBPEMEHHOE pas-
putue BII n numdomel.

VY 43 (93,3%) GonbHbIX JITI3 uneHTHUGUITUPOBAHBI
Kak B-kietounbie u'y 3 (6,7%) — kak T-KjieTouHbIe: aHa-
IlacTudeckass KpymHokjiaeTouHass numdoma ¢ 0-KieTou-
HBIM (peHOTUTIOM — 1, HecrelMbuIIMpoBaHHAas JUMbomMa
JMMGbOY3JI0B U CIOHHBIX Xene3 (JlenHepra) — 1, nmepude-
pudeckas T-kiieTouHas auM@omMa Majloil CTIOHHOM XeJe-
3bl — 1. JIuMpOMBI HAa OCHOBAaHUU UMMYHOMOpoIoruye-
CKOI XapaKTepUCTUKU ObUTH pa3feeHbl Ha 3 TPYIIbL: 1-5
rpynmna (n=19) — xpynHokjetouHbsie auMdombr (KKJT),
2-5 (n=11) — numdomMbl MapruHaabHOI 30HbI (JIM3), 3-g
(n=16) — Bce npyrue tunbl JITI3. B Ta6a. 1 npeacrapieHa
YacToTa pa3MIHbIX BapuaHToB JI[13, mmarHoCTUpOBaH-
HbiX y 00abHbIX BII. duddysusie B-KKJI Bepuduimpo-
BaHbI y 18 601bHBIX (B 6 citydasx Ha ayroricun). Kinnnue-
cKkasi M MMMyHOxMMHueckass xapaktepuctuka JII13 mo
rpynmnam npeacrabjieHa B Tadi. 2. B 1-ii rpynmne npeo0OJa-
Jajii HoAAJdbHbIE TUM@POMBI C 3KCTPAHOIAJbHBIM MOPaxe-
HueM — 11 (58%), pexe BcTpevyaanch TOJIBKO HONATbHbBIE
— 6 (31,5%) u B 1ByX ciyuasx (10,5%) nuarHoCTUpOBaHbI
SKCTpaHomalbHbie TUM@OMBI (Jerkux — 1, OYXK — 1).
Anamnactnuyeckne KKJI HabGmomanuch y IBYX OOJBHBIX:

Ta6nuua 2. Kirunuueckas u ummyHoxumuueckas
xapakmepucmuka JI3 y 6oavnox bII
IIpuzHak 1-s rpynna 2-51 rpynmna 3-s1 rpynna
(KKJI; n=19) (JIM3; n=11) (apyrue TUmBI
JITI3; n=16)

HopmanbHoe + 3KcTpaHOIAIbHOE 11 4 9
ropaxkeHue
HomansHoe mopaxkeHue 6 — 4
DKCTpaHOIATbHOE TTOpaXkeHNE 2 7 3
JIumbaTuaeckue y3ibl 17 4 13
CIIIOHHBIE XeJIe3bl 5 8 8
Jlerkue 10 1 1
KocTHbIiT MO3T 4 1 4
TleueHn 4 — 4
CeneseHka 1 1 4
Crie3HbIe XKele3bl — 3 —
Komnbiio [Tuporosa — Banbaeiiepa 1 — 1
TooBHOIT MO3T 1 — 1
Cnusucrasi TOJIOCTH pTa 1 — —
SnuHukM — — 1
B-KJI€TOYHBIE CUMITTOMBI 16 1 7
MoHoKIoHaIbHAs ceKpenus Ig 10 4 8
B CBIBOPOTKE KPOBM U/MJI B MOYE
TTonukioHanbHas cekpenust Ig 5 7 7
B CHIBOPOTKE KPOBU U/MJIM B MOYE
Cragnu o Ann-Arbor:

I-II 2 7 6

111 1 — 1

16 4 9

HOAAJbHBIN BapuaHT y 00JbHON ¢ heHOTUIIOM B-KieTou-
HOU TMMOOMBI U HOIAJTBHBIN ¢ 9KCTPaHOAAIbHBIM TTOpa-
XKeHUueM y 00JIbHOM ¢ 0-KJIETOYHBIM (DeHOTUNoM JuMdo-
MBI. 2-g Tpymnmna O6onpHbIX ¢ JIM3 mpeacraBieHa 10
MALT-nuMmdboMaMu 1 OTHUM ciydyaeM JUMMOMbI Mapru-
HaJbHOI 30HBI CeIe3eHKN. DKCTpaHOAAIbHOE TTOpaKeHUe
nuarHocTupoBaHo y 7 (63,5%) GOJIbHBIX U HOAAJIbHOE C
SKCTpaHOAaIbHBIM BoOBJieueHHeM — y 4 (36,5%). B 3-10
TPYTITYy BKITIOYEHBI pa3audHble BapuaHTsl JITI3: xpoHuye-
ckuii numdorneiiko3 — 1, makporiodyiuHemus BanbneH-
ctpema — 2, iuMdoma 13 KJIETOK 30HBl MAaHTUK — 2, (OJI-
JIUKYyJIspHas aumdoma — 5, 3KCTpaMeayJUisipHas COJIM-
TapHasl HoJlaJibHasl MJIa3MoLMTOMa — 2, TMMGOTIa3MOII1-

TapHas JuMboma — 1, HenudepeHuupoBaHHast B-menko-
kJjetoyHasd gumdboma — 1, HecnenubULIMPOBaAHHAS JTUM-
¢doma (Jlennepra) — 1, T-kinetouHass numdoma Majuoi

CIIOHHOM kene3bl — 1. HomanbHBIE M 3KCTpaHOmATbHBIE
rnopaxeHust Habmoganuch y 9 (57%) GoNbHBIX, MMOpaxe-
HHUE TOJbKO JuMdoy3noB — y 4 (24,5%), a B 3 (18,5%)
ciydasx AuarHoctupoBaHbl B- u T-numboMbl Maiabix
CJIIOHHBIX XeJie3 U MakporiodyiuHemus BanpaeHcTpema
¢ IOpaxkeHUEeM TOJBKO KOCTHOTO MO3Ta.

L002Z. ¢
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L002. ¢

Tabnuua 3.
IIpusnak

BapuaHnT TeueHust 3a0oeBaHUs
MOAOCTPbIN/XPOHUYECKUI

Cyx0il KOHBIOHKTUBUT/KEPATOKOHBIOHKTUBUT

MaccuHoe yBenuueHue OY2K

PenynuBupyrommii mapoTur

Kcepocromus 111 crenenn (< 0,5 mi/10 mMmuH)

Xapakmepucmuka 6oavnoix BII, umerowux JAI13 (n=46)

Yucao 00abHBIX

aoc.

37/9
10/36
kY)
12
40

Doxkycel TMMbOONTHON MHOWIBTPAIIMY B OMonTatax Maybix 19 (n=25)

CJIIOHHBIX XeJjie3 (> 4+ B 1oJjie 3peHus MUKPOCKOIIA)

[MopaxkeHue cycTaBoB
Cunzapom PeiiHo

[Mypnypa KproriooyimHeMudecKasi/
TMIIEPraMMarao0yInHEMUYECKasT

Backymut cnusucToit pra

BackynuTHBIe SI3BBI TOJIEHEH

Backynut (oaTBepKIeHHbIN B OMONTATaX KOXMU)
TenepanuzoBaHHast TMMbaneHOmaTUs
CrieHoMeranus

BrInoTHO# cepo3ut

HHTepcTUINaNbHBI THEBMOHUT

Doxkycel TMMbOONTHON MHOUIBTPAIIUYT B JIETKUX
B-KJ1€TOUHBIE CUMIITOMBI

IMopaxeHue nmoyek (KaHajiblieB/KJIyOOUKOB)
XpoHuvecKas oyeyHasi HeIOCTATOYHOCTh

IMopaxeHue nepudepudecKoi/IeHTPaTbHOI
HEPBHOI1 CCTEMBI

AYTOMMMYHHBIN TUPEOUAUT
Anemust (remorioouH<110 r/i)
Tpomoouutonerus (<100 TbiC/MKIT)
Jlettkonenust (<4000/mMKIT)

COD >15 mm/a

Tunepnporennemust (>85,0 r/m)/
rurnornporenHemust (<65,0r/)

Tunep/rumorammarno6ymuuemust (>22%/<13%)

KpuornodyauHsl (>2+)

CMelliaHHasi MOHOKJIOHaJIbHAs KpI/IOFJ'I06yJII/IHCMI/IH

MoHOKIIOHAJTbHBIE Ig B CHIBOPOTKE U/WI1
6esok berc-/IxxoHca B Moue

BukioHanbHas cekpeuus Ig
Jeduuut nosrMKIoOHaIbHbIX Ig
AHO

Ro/La aHTusinepHbIC aHTUTENIA

P (>1/80)

2
10
13/4

5
5
19
32
17
11
42
21
25
21/2
5
15/2

11 (n=14)
20
5
19
40
10/11 (n=42)

20/11 (n=42)
2
6 (n=41)
14 (n=41)

2 (n=41)
17 (n=42)
21 (n=42)
11 (n=13)
34 (n=45)

%

80,4/19,6
21,7/78,3
69,6
26,1
87
76

478
21,7
28,6/8,7

10,9
10,9
413
69,6
37
24
91,3
45,7
52,5
45,7/4.3
10,9
32,6/4,3

78,6
43,5
10,9
413
87
23,8/26,2

47,6/26,2
478
14,4
33,6

4,9
40,5
50
84,6
75,6

B Hamewm nccnenoBaHuM Mpeood-
JIajaiv OJMHOBPEMEHHO BBISIBJISIEMbIC
HOJAJIbHBIC W 3KCTpaHOOATbHBIC ITO-
paxenus: (46; 52,2%), M30JMPOBAH-
Hble HOAAJIbHbIE W AKCTPaHOIATbHbIE
JuMdoMbl HabOAATMCh TTPUOIU3U-
TEJIbHO C OJWHAKOBOW 4YacTOTON —
21,8 u 26% coorBercTBeHHO. HanbGo-
nee vacto mpu JITI3 BoBmekamuch
nuMmbaTtuyeckue y3ibl (74%), CiioH-
Hble keJie3bl (45,5%), nerkue (26%),
KocTHBIE Mo3r (19,5%), TmeyeHb
(17,5%), cenesenka (13%), cie3HbIe
xenessl (6,5%), KpaitHe penKo auar-
HOCTUPOBAJIOCH TMOpaXEeHWE KOJblia
IMuporosa — Banbneiiepa (4%), ciau-
3UCTOM MOJIOCTU PTa, a TAKXKe SUYHU-
Ka ¥ ToJIoBHOTO Mo3ra (2%).

MoHoKkIoHabHasT cekpenus g
B CBIBOPOTKE KPOBU 1/WJIM MOY€E OOHA-~
pyxeHa y 22 (53,7%) u3 41 obcneno-
BaHHOTO TIpU JMArHOCTUKE pasiny-
HbIX BapuaHTOB B-knetounbix JIT13.

OmHa 13 GOJIBHBIX TIPU TTEPBOM
00cIeIoOBaHUY UMeJIa CUMIITOMATHKY
T-xnerounoit numdombl, MOATBEP-
KIEHHYI0 OMoTIcueit 1eHHOro JuM-
¢oy3na Ha poHEe TeHepaIM30BaHHOTO
KPUOMIOOYJIMHEMUYECKOTO BaCKYJIM-
ta. OTMeyaIuch 3HAYUTEIHHOE YBe-
audyeHre OY2K ¥ MogHUXKHEUYETI0CT-
HBIX CJIOHHBIX XKeje3, TeHepaln30-
BaHHasl JOuMdaaeHoNaTus, remna-
TOCIUJIECHOMETalus, JuXxopaika c
npody3HbIMU TOTaMM, 3HAYUTE]b-
HO€ CHUXEHHWE MaccChl Tejla, KPUo-
rJIo0yIMHEeMUYecKasl IypIypa U Io-
paxenue modek. [IpoBommiack WH-
TEHCHUBHAsT  Tepamus  (ABOiHas
¢unpTpanms miasMbl B KOMOMHALIUK
C TyJbCc-Tepanueil BHICOKMMHU 103a-
MM METHJINPETHU300HA M IIMKIIO-
¢docdana) u nocneayomas 11-mer-
HSIST Tepanusl MaJlbIMU J03aMU KOp-
TUKOCTEPOUIOB U IHuUKiIo(pochaHa
(400 mr exxemecsiuHo). Yepes 11 ety
3TOl OOJIbHOM JMarHoCTUpOBaHa
a”arutactuyeckass KKJI ¢ 0-knetou-
HbIM (peHoTUuroM. o pazsutus JIT13
MaJjble T03bI IUTOCTATUKOB (IIMKIIO-
dochan 200—400 mMr B Mecsl WUIn
JneiikepaH 2—4 MT/CyT) MJIUTEIbHO
nojiyyanu eie aBoe OosbHbIX BIII.
OmHOKpaTHBIE KYpPChl MHTEHCUBHOM
Tepanuu (ria3macdepe3 + MyabCc-Te-
panyst METHJITIPETHU30JIOHOM U ITUK-
nodochaHoOM) MPOBOAUINCH TPEeM
OOJILHBIM C SI3BEHHO-HEKPOTUYECKUM
BaCKyJIUTOM Ha (poHe KpUOIIOOyIr-
HEeMUH, B JaJIbHEHIIEM 3TU GOJIbHBIC
MPUHUMAIU TOJBKO Malible T03bI
MpeIHN30JI0HA (5 MT B ICHb WK Ye-
pe3 neHb). 6 6onbHbIX BII 10 pa3Bu-
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Tabnuua 4. CpasHumeabHblll AHAAU3 KAUHUYECKUX, MOp@POaocUUeCKUX U A1AOOPAMOPHbBIX NPUSHAKOB
y 6oavnoix BII ¢ omcymcecmeuem u naaruvuem JAI3 (n=392)
TIpusnakwu, BIII 6e3 JITI3 (n=362), BIII ¢ JITI3 (n=30), P
HaOoaBmmecst aoc. % aoc. % (aBycTopoHHMI
y 6oabHbIX BIIT TOYHBII KPHUTEPHi
1o passurtus JITI3 ®umepa)
MaccuHoe yBenanuenre QYK 132 36,6 22 73,3 <0,001
PeniunuBupyoiiast KpMoriooyJMHeMUUYecKas mypIypa 35 9,7 10 33 <0,001
TenepanuzoBaHHast TuMbaneHOaTHUs 51 14,1 11 36,7 0,003
TTonmuHeiiporaTust 55 15,2 10 33,3 0,019
Tpombormronerust (<100 Thic/MKIT) 6 (n=357) 1,7 3 (n=29) 10,3 0,024
CMelraHHasi MOHOKJIOHaJIbHAST KPUOTJIOOYJIMHEMUS 11 (n=98) 11 9 (n=15) 64,35 <0,001
Doxkycel TuMbOONITHON MHGOUIBTPAIIMU B OMONITaTax 44 (n=177) 24,9 9 (n=16) 56,2 0,015
MaJIbIX CITFOHHBIX Kene3 >S5+
JlnuTenbHOE UCTIOJIb30BaHKUE LIMTOCTATUYECKOM Tepanu 144 39,8 3 10 <0,001

Hpumeuanue. HpI/IBCLLCHbI TOJIbKO TAHHBIC, IO KOTOPBIM IMOJIYYEHBI CTATUCTUYCCKHN 3HAYMMBIC Pa3JIniMs.

tust JITI3 npuHUManu TOABKO MaJible 103bl MPEeIHU30I0HA.
OctanbHbie 6osbHble BI no pazsutus JIT13 nonyyanu 3a-
MECTUTEIbHYIO Teparnuio (pa3jndHble BApUAHTHI UCKYCCT-
BEHHBIX CJI€3 U OPOIIEeHUS TIOJIOCTU PTa), T.€. UMEJI0O MECTO
ecrectBeHHOe TeuyeHue BIII. Takum obpasom, 1o pa3BUTHS
JITI3 6 (13%) GonbHbix BIII moyyaau HUTOTOCTaTUYCCKYIO
Tepanuio 1ukiIodocdanom, Ho aumb 3 (6,5%) GONIBHBIX
MPUHUMAN TIpenapaT JUuTeabHO, 6 (13%) GOMbHBIX TIpU-
HMMaJIM TOJILKO MaJible J03bl MpeaHu30oHa, ¥ 34 (74%)
0OJIbHBIX UMEJIO MeCTO ecTecTBeHHOe TeueHue bILI.

OCHOBHBIC KJIMHUKO-J1a0OpaTOpHBIE MPOSIBICHUS Y
6oabHbIX BII Ha MmomeHT quarHoctuku JIT13 npeacraie-
Hbl B Tabn. 3. JI[I3 pa3BuBaiuch NMpPEeUMYIICCTBEHHO Yy
GOJIBHBIX C TIOJOCTPHIM BapWMaHTOM W TIO3JHEW cTamguei
BII, mMeBmMX 3HAYUTETbHBIE (YHKIMOHATBHBIE Hapy-
IIEHWST CIIOHHBIX/CIE3HbIX Xene3. MaccuBHOe yBenuye-
Hue OYXK u 3HauuTenbHast JAuMdoIrIasMouTapHasl UH-
dunprpaius (6oaee 200 KJIETOK B M0Jie 3peHUsSI MUKPOCKO-
rna) B OuonTaTax MajblX CIIOHHBIX XKeje3 HaOIIodaTuch y
2/3 601bHBIX. BOJTBIIMHCTBO OOJIBHBIX UMETU PA3IUYHON
TSOKeCTH CUCTeMHBIE TIPOSIBIEHUs 3a00eBaHusI. Bricokast
4acToTa COCYAMCTBIX TOpaxeHuil (cuHapom PeitHo, ru-
rnepramMmMmario0yJMuHeMuyeckasi, KpuoriooylnHeMuiecKast
nypnypa, sI3BeHHO-HEKPOTUYECKHUE BBICHIMAHUS), TeHepa-
JIM30BaHHas JuMdbaaeHonaTus, cruieHOMeranaus, GoKychl
JuMbonTHON MHGWIBTPAIIUY B JIESTKUX U CUMIITOMBI MH-
Tokcukanuu (auxopaaka soimre 38°C, mpody3Hble HOUHbBIE
TOTHI, CHIDKEHNE MacChl Tejia) oTMeueHbl y 60mbHbIX BII ¢
JIT13. Anemus, neiiKomeHusl, TUTIOMMPOTEUHEMUS C THUTIO-
ramMMmarjiooyJiMHeMueil, CHUXEHUE YpPOBHEH KpUOTJIo0y-
JIMHOB, TUTPOB P® u pasButue aeduIinTa OTASIbHBIX MO~
JIMKJIOHAJIbHBIX g Habmonanuch y 6oabHbIX BIL B epuon
passutus JII13. CremyeT oTMeTUTH, YTO 3T JlabopaTop-
Hble HapyHIeHWs] ObUIM TIPUCYIIW OOJBHBIM 1-1 TPYIITBI
(KKJI), 3HauuTeabHO pexe — OOJbHBIM 3-ii ITpymnmsl (Bce
npyrue tunsl JII13) u npakTuyecku He HabOJIOAATMCH BO
2-ii rpynne (JIM3).

B Tabis. 4 npeacraBiaeHbl KIMHUYECKUE, JJabopaTop-
Hble 1 MOpdOTOoTUYECKHUe TTPU3HAKY, UMEBIINE CTATUCTH -
yeckue paznuuust, y 392 6onbHbix B ¢ u 6e3 JIT13 mpu
nepBoM obcnenoBaHuM B MHcTUTyTe peBMarojorum (Ha

MOMEHT Hayvasa HabmwoaeHus). Kak BUAHO U3 Tabaulbl, Y
6oabHbIX BI ¢ JITI3 o cpaBHeHUIO ¢ 60abHBIMU Oe3 JITI3
B aHamMHe3e MaccuBHoe yBenuueHue OY2K Bcrpevanoch
varie Ha 36,7%, BaCKyJIUT, KIMHUISCKU TTPOSIBIISIIOLIUIACS
pelMaANBUPYIOIIEH KPUOTJIOOYIMHEMUYECKOM TypIypoii,
— Ha 23,6%, nonuneiiponatusd — Ha 18,1%, reHepann3so-
BaHHasg TuMdaneHonatus — Ha 22,6%. I1o npyrum aHanv-
3UpyeMBIM TapamMeTpaM (MUHUMaJIbHOE YBeJIWYEeHUE
OYXK, pernonapHas nauMmdameHonaTus, CIjieHOMeTaausl,
rurepraMmMariooyanHeMudeckasl mypIypa, si3Bbl Tojie-
HEli/CIM3UCTOM TTOJOCTU PTa, HecnenudruuecKrne KOXXKHbIe
BBICBITIAHUS, MOPAXEHUE CYCTABOB, XEJIYIOUHO-KHUILIEY-
HOTO TpaKTa, CEPO3HbIX 000J0UEK, JIETKUX, TTOYEK) CTaTU-
CTUYECKU 3HAYMMBIX PA3IWYMii MeXIy IpyniamMu He Ha-
omonanock. Y ABYX OOJBHBIX PEIUIUBUPYIONIAs THIEp-
raMmaryiooyJnHeMuuecKas IypIrypa 3a J0JITue TOIbI Ipe/-
1IeCTBOBaJIa Pa3BUTUIO MaKpOTJI00yInHeMun BanbaeHcT-
pema. [TonyyeHo yoeauTeIbHOE MOATBEPXKICHUE Pa3IuInil
B 4aCTOTe TPOMOOLIMTONIEHUH, CMEIIAHHOW MOHOKJIOHAJIb-
HOU KpUOTI00yIMHEMUHU B rpynnax 0oibHbIX ¢ JIT13 u 6e3
JITI3. BennunHa 3THX pasanuuii cocraBuia 8,6 u 48,8%.
Paznuuus B yacToTe Apyrux nabopaTOpPHBIX MapaMeTpoOB
(aHemus, jelikoneHusi, nmoBbimieHue COD, rumepram-
MarjoOyJIMHEeMHUs], MOJUKIOHAIbHAS KPUOTJIOOYJIMHEMUS,
AH®, P®, Ro/La aHTUsIIEepHble aHTUTENa) OBUTM CTaTH-
CTUYECKU He3HaYuMbIMU. CleayeT OTMETUThb, YTO OOJb-
Hble ¢ JITI3 Ha 31,3% uaiie umesu 6oee 5+ GoKycoB M-
dounnoit maPuUIbTpanun (1 dokyc paBeH 50 KiIeTkam B
oJjie 3peHUsI MUKPOCKOTMA MPU OLIEHKE B CPETHEM YEThIPEX
XeJje3) B OMonTatax MajbIX CIIOHHBIX Xejie3 B nedtore BIL
IO Pa3BUTHUS JTUMOOM.

JTUTEeTbHBIN TIPUEM MaJIbIX 103 aJKUIUPYIONINX 11 -
TOCTAaTUKOB HE CTIOCOOCTBOBAJ pa3BUTHIO B Oymyiem JIT13,
a BO3MOXHO, TPeI0TBpaIlall UK 3aAePKUBaJI UX Pa3BUTHE
Ha MHOTHE roibl. MBI MpoaHaJaU3upPOBaIn 3 IPYyMIlibl 00JIb-
HbIX B 3aBucuMocTtu ot Tepanuu BII. BonbHbie 1-ii rpyn-
nbl (n=147) B TeyeHue S5—11 JeT moayvyaau LUTOCTATAYE-
cKylo Teparnuio: 113 OoJbHBIX — MaJible 103bl JielikepaHa
(2—4 mr/cyt) nnu nukinodbocdana (400—800 mr/mec) u 34
OOJILHBIX — TIyJIbC-Tepanui0 ILUKI0hochaHOM (KyMysi-
TMBHas 103a JoCTUTraja 3 I' B Mecsll) Ha (poHe mpuema Ma-
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% 6onvHbix be3 JITT3

(*=37,66; p<0,001) vamie, yem B 1-ii
rpynme, u Ha 23,3% (yx* =24,77,

100 +

90

80

70 r

»<0,001) game, yem Bo 2-ii. Mexmy
1-ii u 2-ii rpynmnaMu CTaTUCTUYECKU
3HAUYUMBbIX pa3IWYMil He BBISIBIEHO
(x*=2,03; p=0,154). [1onyyeHHbIE pe-
. 3yJBTaThl IMO3BOJISTIOT YTBEPXKAATh,
YTO JUIUTESIbHBIA TIPUEM MajbiX 103
ATKWINPYIOIIUX IUTOCTATUKOB (JIeii-
KepaH, 1ukiaodochaH) He CrocooCT-
BYeT YBEJMYEHUIO YacTOThI, a BO3-
1 MOXHO, YMEHBIIIAeT BEPOSITHOCTH
pazutus JII13 npu BILI.

AHaNM3 BEpOSITHOCTU Pa3BUTHUS
JITI3 (n=46) ¢ momorbio Meroma Ka-
miaHa — Maiiepa rmokasbIBaeT, 4To Mo-
cie 10—20—30—40 ner teuenust BII
JIT13 MOTYT pPa3BUTHCS y

50

0 5 0 15 20 25 30 35 40 45
Jlumenvrocms BIII, 2006t

1,8—8—18—40% OGONIBHBIX COOTBETCT-
BeHHO (puc. 3).

B 1-it rpynme (KKJI) uz 19
OOJILHBIX 16 ymMepiu B TeueHue 6 Mec
MocJjie MOCTAaHOBKMU JHUarHo3a JuMo-

Puc. 3. Kpusas Kanaana — Maiiepa, nokasviearowas eeposmuocms pazeumus 1113

y 6oavHbix BIIT

JIBIX 103 JielikepaHa win uukiaodocdana. B 1-it rpymnme
JITI3 GbuIM AuarHocTUpoBaHbl Y 3 (2%) GONBHBIX: Y ABYX
TOTYyYaBIINX JIEKEePpaH W Y OMHOTO JICYEHHOTO IIUKI0(hOoC-
danom. bonpHbie 2-i1 rpynmbl (n=151) monxy4anau TOJIbKO
MaJible 103bl KOPTUKOCTEPOUAOB (MTPEAHU30JIOH 5 MT/CyT);
B 3TO TpyIe oTMedeHo 9 (6%) caygaes JIT13. 3-10 rpymimy
coctaBuiu 114 GonbHBIX ¢ ecTecTBeHHbIM TeueHueM BII; B
Heii JITI3 puarHoctuposansl y 34 (29,8%) 6onbhbix. Cpas-
HUBaeMble TPYMIBI OOTbHBIX OBIIM COMMOCTABUMBI 1O BO3-
pacty, anutenbHocTy BIL, kKinHnKo-1abopaTopHbIM Mapa-
Mmetpam. B 3-it rpymnme JIII3 passuBanuch Ha 27,2%

MbI (8 OOJIBHBIX BO BpeMsI TPOBEIECHUS
nonuxumuorepanuu — [1XT), 8 60b-
HbIX 10 Havana [1XT B pa3auyHbIX OH-
KOTEMATOJIOTUYECKUX YUPEXKACHUSX). Y NBOUX OOJTBHBIX C
B-AKKIJI (1 ron, 9 net) u'y onnoii ¢ anaruactuyeckoit KKJI
¢ denorunom B-kierok (6 yiet) HaGIOmAETCS MMOJTHAST pe-
muccus Jumdombl. U3 2-ii rpynnsl (JIM3) xxuBbl Bce 60J1b-
Hble W MPOJOJIKAIOT HAOMIOAAThCS B HACTOSIIEEe BpeMS:
NBO€ OOJILHBIX TIOJYYWJIM Pa3IMIHbIe BapUAHTHI Teparuu B
POHLL PAMH, 9 GonbHBIX MOTy4aloT MOHOXUMUOTEPATIUIO
u HaOmopaorcs B MHctutyre peBmartosorun PAMH. B
3-ii rpymnre B TeueHUe S-JIeTHEro HabJIoAeHUsI ymMepau 3
(B-xponuueckuit tumdboreiikos — 1, HecrielupUIIMpoOBaH-
Has T-xierouHas naumdoma — 1, poyukyasgpHast TuMdo-

Kymynsmuenas evicueaemocms, %

Ma — 1). OcranbHble 13 OOJBHBIX XKU-

100

80

60 r

BbI. Tpoe 00JIbHBIX UMEIOT ITOJTHYIO pe-
muccuio (T-kneTouHas rumdoma ma-
JIOR CIIIOHHOM kene3bl — 11 jer pe-
MUCCHU, MakKporioOyiuHeMus Bajb-
neHcrpema — 13 jet, numdorniazmo-
uutapHas aumdoma — 15 net), Tpoe
MMOJIy4aloT MOHOXMMMOTEpPAINio B
WUucturyre pesmaronorun PAMH
(MakporyiobyauHemust BanbaeHcTpe-
ma — 1, miazMmouutoma — 1, B-kie-

40

20

0 i 1

TOYHAas HeaubbepeHIMPOBaHHAs
ymuMdoMa CIIIOHHBIX Xene3 — 1). B
POHLI PAMH nHab6ironatoTcs v 1momy-
yatoT [TXT 5 6onbHBIX (JInMdoMa 30-
Hbl MaHTUU 1, donnukynsapHas
nmumpoma — 4), nBoe 00JbHBIX HA0JIIO-
NAlOTCS B TEMAaTOJIOTUYECKUX OTHese-
HUSIX TOPOJCKUX OONBHUIL (COMMUTAp-
Hasl TUIa3MOIMTOMAa — 5 JIeT 4acTuy-
Hoii pemuccuu nocie [TXT, numdpoma
30HBl MAHTUU — 2 roja MOJIHOW pe-

0 5 10

Bpems nocae nocmanogiu duaenosa, e00vl

20 muccuu rnociie I[TXT).
5-NeTHSIS BBDKMBAEMOCTh ITally-

Puc. 4. Boicusaemocmo nauuenmos ¢ JII13 nocae nocmanosku ouaeHosa

enros ¢ JITI3 (n=46) oT MOMeHTa I10-
CTaHOBKM UarHo3a JuMGOMBI COCTa-
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Buia 54%. Kpusas Kariana — Maiie-
pa IEMOHCTPUPYET BBIKMBAEMOCTbD ITa-
uueHtoB ¢ JITI3 mociie mocTaHOBKU

Kymynasmuenas eviicueaemocmeo, %
CJIII3 (n=46)
be3 JIT3 (n=366)

nuarHosa (puc. 4). BeokuBaeMocTh B v
Tpex rpynnax JuMdom: Bo 2-ii rpynie 100 | v
(JIM3) xuBbl Bce (MeauaHa HaodJto1e-
HUS 5 JIeT), UMeeTCsl CYIIEeCTBEHHOE 90
pa3nuure MeXKIy BbDKMBAEMOCTHIO B
1-it m 3-i rpyrmmax (p<0,001). Berku- 80
BaeMocTh OosibHbIX BII, mMerommx
(n=46) u He umeronux JII13 (n=366), 70 t
CTAaTUCTUIECKU 3HAYMMO DPa3INIacTCst
(p<0,001; umeeTcs CylIEeCTBEHHOE pa3- 60
JINYKE BBIKMBAEMOCTH B 3aBUCUMOCTHU
ot mnurtenbHocT BII, p<0,001). Ha 50
puc. 5 npeacraBiieHbl KpuBble Karia-
Ha — Maiiepa, mokasbiBaroliMe Bepo- 40 +
SITHOCTh BbIKMBaHUSI O0ibHBIX BIII
TocJie Havajia HaOMoneHUSI. 30 }
0GcyHnenue
AyTOMMMYHHBIE U 3JI0KQ4eCT- 20 L
BeHHble JII13 TecHO cBsI3aHbI APYT C 0

npyrom [12, 27-29]. Jlumdomsl pas-

5 10 15 20 25 30

Bpems nocae nocmanosku duaernosa BIII, 2006t

BUBAIOTCSI HEPEIKO TPU UTMTEIBHOM
TEYEHUU PEBMATOUIHOTO apTPUTA,
CUCTEMHOUW KpAacCHOW BOJYAHKU, MPU
TUpEeouanTe XalMMOTO U ocobeHHOo yacto npu BII
[11, 12, 16—18, 22]. IIpn HXJI Hepenko HabI0IAIOTCS
pa3juMuyHble ayTOMMMYHHbIe HapyiieHus [19, 29, 30]. Hac-
TosIIIee UCCIIeIOBaHue SIBISIETCSI TIEPBBIM B MUPOBOIA ITpaK-
TUKE, TOCBSIIEHHBIM M3YyYeHWIO Pa3JIMYHBIX BapuaHTOB
JIT13, pasBuBaromuxcs Mpu IUTeIbHOM TedyeHun BII, ¢
HCTIOTb30BaHNEM COBPEMEHHBIX MMMYHOMOpPdoIoruye-
CKUX U MUMMYHOXMMUYECKUX METOAOB MCCIEIOBAHUS IS
Bepudukanuu nuardoza HXJI. 3 46 6oapubix BII ¢ JITI3
y 43 (93,3%) pa3BuiInCh MPEUMYILIECTBEHHO B-KiieTouHbIe
BapuaHThl JITI3 u kpaitHe peako Habaoaan0ch pazputue T-
xinerouHbix HXJI, 9To cornacyercst ¢ JaHHBIMU OOJIBIIH-
CTBa MCCIeoBaTeeil, U3yJaBlIuX pa3BUTUE TUMGOOM Tpu
CII u BII [2, 14, 18-20, 22, 24, 25]. B aByx ciy4asix Mbl
Ha6monanu pazsutue T-HXJI B Majbix U OOJIBIIUX CIIIOH-
HbIX Xene3ax. OTnenbHbie cayyan T-kietounbix HXJI onu-
ceiBauch B utepatype nipu CII, HO maHHBIE O pa3BUTUU
6osie3an XomkkuHa (1 ciaydail) 1 aHTHOMMMYHOOJIACTHOM
T-xnerounoii aumpomsl (4 ciydast) B rpymnmne 20 60JIbHBIX
BII u 5 6onbHbix CHI ¢ JITI3 npuBoAsTCS TOJBLKO B 0030p-
Hoii ctatbe Y. Masaki u coaBt. [31]. AHTHOMMMYHOOJIACT-
Has T-xyieTouHast 1uM@omMa BCTpeTUIach Y OJHOM O0JIbHOM
B HallleM ucclieoBaHuU, rocie 11 et HabioneHus pa3Bu-
nack aHartactudeckas KKJI ¢ 0-enorunom. borbmmHCT-
BO MCCleoBaTeNeil yKa3bplBalOT Ha mpeobnaganue T-kie-
TOYHON MHGUIBTPALIMY B CIIOHHBIX,/CIE3HBIX XKee3ax Mpu
BII, npu aToM 0OpalaloT BHUMaHKWE Ha PeIKOe pa3BUTHE
T-xnerounbix sumbom [13, 19, 23]. AHaIU3 UMMYHOMOD-
dosornm GUONTATOB MaJbIX CIIIOHHBIX XeJie3 B Halleu
rpymnrne OOJIbHBIX ToKa3ajl IpeodjamaHue B-xieTouHo
UHOWIBTPALIMY U 3HAYUTEJbHOM M1a3MaTU3aluy B IEPUOJL
pa3utus aumdom [9, 17, 32], uTo, mo-BUAUMOMY, CBSI3aHO
¢ mutenabHocThlo TedyeHust B no passutus JIII3 (cpen-
HsIs1 JJTUTENBbHOCTh 17 J1eT).

Bricokas yactota passutus JII13 B Hamem uccieno-
Banuu (11%) 6auska kK ganHbiM K. Bloch u coast. [5], J.
Hernandez u coaBrt. [33], A. Kruize u coaBrt. [7], HO 3Ha4Yu-

Puc. 5. Boicusaemocmo 6oavivix BIII, umerowgux u ne umerougux JII13

TeJTHHO OOJbIIEe, YeM B OITyOJIMKOBAHHBIX COOOIIEHUSIX O
rpynmnax 6oipHbIX BI ¢ KOpOTKMM nepuomoM Habone-
HWSI, aHATTU3UPYEMBIX B 0030pHOU cTaThe J. Anaya v COaBT.
[19]. Tonbko B ctatbe R. Marx u coast. [34]| npeobnananu
skcTpaHoganbHbie TuMpombl OYXK (16,5%), HO aBTOpPHI
MPOBOAWJIMN CpPaBHUTEJbHOE McclenoBaHue 3(P(eKTUBHO-
CTHU WCIIOJIb30BaHUST OMOTICHU MaJIbIX W OOJIBIITUX CITIOHHBIX
xesie3 B inarHoctuke y 30 001bHbBIX C MPeanoJaraeMbIM T1-
arHo3om BIII. B Hamiem ncciie1oBaHUN MBI CTOJKHYJTUCE CO
Bcemu Bunamu HXJI, pazBuBarommmMucs B mpouecce B-kie-
TOYHOM nuddepeHLIMPOBKHY, 32 UCKIIOYEHUEM JTUM(POM U3
KJIETOK-TPEeIeCTBEHHUKOB. MIHTEpeCHO OTMETUTh Hasu-
yye B HAIIMX HAOMIOACHUSX ABYX 9KCTpaMeIyJUISIPHBIX CO-
JINTAPHBIX HOMATBHBIX TUMGMOM, KOTOPbIE CUMTAIOTCS Pell-
KOCTBbIO B MUPOBO# mpakTuke. Toibko Ha 3 ciiyyast TaKOTO
tuna mumdonpomudepaunu npu CLI ceputatores S. Sugai
U coaBT. [23], aHanu3upys NMyOoJMKaALMKU B SIMTOHCKUX M3/1a-
nusix. Pacnpoctpanennocts BII/CII (0,1—3,3% B obueit
nonynsiuuu u 2,4—4,8% cpeawn nun ctapiie 50 jeT) mo3Bo-
JISIeT TIPEITOJIOKUTE 00Jiee YacTyi0 TMarHOCTUKY 3TOTO Ba-
puanTa gumdom B Oyayiuem [6,8]. M. Voulgarelis u coaBr.
[18], ananu3upyst MaTepraabl BOCBMU €BPOIEMCKUX peBMa-
TOJIOTUYECKHUX IIEHTPOB, MPUIUIN K BBIBOMY, YTO JIUMGbOMBI
pasBuBawotcs Y 4,3% 6oabHbix CII. TMpeo6ramator HXJI
MapruHajibHOW 30HBI (48,5%) SKCTpaHOMAJBHOTO THIIA
(78,8%) ¢ HanboJiee YacTOM JIOKAInU3alKeil B CJTIOHHBIX Ke-
ne3ax. B Mcnanuu y 400 6o1pHbIX BII nuarHoctupoBaHo 7
(2%) numdom [30] mpu HATMYMK MOHOKJIOHAJIBHOM CeKpe-
LIMU B CBIBOPOTKE KpoBU y 22% nauueHToB. CienyeT oTMe-
TUTb, YTO UCTIONb3yeMble ajsl auarHoctuku CLI eBponeii-
CKUe KPUTEPUH ITO3BOJISIOT MMOCTaBUTh ararto3 B auiam
0e3 YeTKMX MPU3HAKOB ayTOMMMYHHOTO 3a00j1eBaHus [6], a
OUOTICHSI MaJIBIX CITIOHHBIX XeJie3 KaK «30JI0TOM CTaHaapT»
00BEKTUBHOI BepU(DUKAIINN CTOMATOJIOTUYECKUX TTPOSIBIIE-
HU 3200J1eBaHMST MOXET AaBaTh OTPULIATEIbHBIN pPe3yabTaT
y 50% Gonbubix [34]. HamuyM GOJbHBIM TOMUMO OUOIICHM
MaJIbIX CIIIOHHBIX KeJie3 MTPOBOIUIIOCH 00s13aTeIbHOE HEO -
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HOKpaTHoOe cuajorpadunieckoe oOCIeI0BaHNe, YTO TT03BO-
JISIIO Y€TKO MCKITIOYUTh CapKOMIO3 C TOpaXeHUeM CIIOH-
HBIX/CIIE3HBIX XeJie3, 001e3Hb MUKy IUYa U ApyTre BapuaH-
ThI «CYXOTO CUHIpOMa». Bce 00JIbHBIE B HACTOSIIEM HCCIe-
JIOBAaHUM 10 pa3BUTHS JuMdornpoaudepaluy UMeJIn pas-
muHble ayroaHtutena (P® — 98,9%, Ro/La-antusimepHbie
anTutena — 90,1%, AH® Ha cpe3ax meyeHu Kpoic — 82,3%,
AH® c ncrnonb3oBaHMEM B KayecTBE CyOCTpaTa SITUTEIIM-
anbHbIX KiIeToK Hep-2 — 100%), Torna Kak aHaJlOTMYHBIC
JabopaTOpHble MPU3HAKU TMPUCYTCTBOBAIU TOJBKO Y
26—51% B aHAIM3UPYEMBbIX €BPOIEMCKUX IPYIIIax 60JIbHBIX
[7, 10, 18, 35]. Kputepuu b1, pazpadoranHbie B UHCTUTY-
te peBMmaTosioruu PAMH, no3BouisitoT 6oJiee ueTko nudde-
penuupoBaTh BII u rpynrbl OOJMBHBIX C «CYXUM CUHIPO-
MOM» HESICHO# 3TroI0ruM [6].

Kak u B paHee omy0OJMKOBAaHHBIX HaMu paboTax
[8, 13, 17], MBI CTOJIKHYJIUCH C BLICOKOI 4aCTOTOI pa3Bu-
tus nipu BII BeicokoarpeccuBHbix JKKJI, npeumymiect-
BEHHO HONAJIBHBIX C 9KCTPAHOMAIBHBIMM TTOPaXKEHUSIMU,
KOTOpHIE SIBUJIMCh HEIMOCPEACTBEHHOM MPUUMHON CMEepTH
y 85% GosbHbix 1-it Tpynmnsl ¢ JITI3. MHTepecHO oTMe-
TUTh, YTO B 64% cilydyaeB 3TO ObLIM Ig-cexpeTupylomine
auMm@ombl, B oTiimuve oT rpynnbl JIM3, rime MOHOKJIO-
HaJbHas CeKpelus OoOHapyXMBaJlach TOJbKO B 36% ciuy-
yaeB. [IpoMexXyTouHOE TTOJIOKEeHNEe 3aHUMAaJIN IPYTHe BU-
nbl JITI3 (3-g rpymma), Mpu KOTOPBIX MOHOKJIOHAaJIbHAs
cekpelus onpenensiach B 53% ciydaeB. ToJibko B 9TOM
rpyrnmne OOJbHBIX HAOJIOAATNCh BHICOKME YPOBHU MOHO-
KJOHaJIbHOI cekpelnu, npesbimatmmue 30 r/a (2 — mak-
pornobdynnHemus Banbnenctpema — IgMk, 1 — akcTpame-
NyJsipHasi coJuTapHasi HojajlbHasi aumdoma — IgAk) c
pa3BUTHEM CUHIpPOMA TUIEPBA3KOCTU. B oCTalbHBIX CITy-
yasix OOHapyXWMBAJMUCh CJIeA0Bas CEKpelrs MOHOKJIO-
HaJbHBIX Ig B CHIBOPOTKE KPOBM M HE3HAUUTEJIbHOE KO-
yecTBO Oesika beHc-/IxxoHca B moye. He uckioyeHo, 4To
B HameM ucciaenoBanuu yactb JKKJI gBnsiauce TpaHc-
dbopmupoBaHHBIMU TUMGbOMaMU U3 KJIETOK MapTUHaIb-
HOU 30HBI, @ HE MEPBUYHBIMU (de novo) pa3BUBIIUMUCS
muMmdomamMu. BoNbIIMHCTBO OOJBHBIX 10 pPa3BUTHUSI
JKKIJI pnuteibHOe BpeMsi UMeIn 3HaYUTeJIbHOE YBeJInde-
Hue OY2K, ogHako Ouorncust 1 UMMYHOMOPGOJIOTUYECKOe
HcClIeoBaHMe X paHee He MTPOBOIMINCH. B MByX cirydasix
TUCTOJIOTUYECKU MOXHO OBbLIO J0Ka3aTh pa3BUTHUE TPaHC-
¢dopmupoBanHoro Bapuanta B-JAKKJI nuz MALT-n1umdbo-
Mbl (MALT-mumpoma OYXK + cmemraHHass MOHOKJIO-
HaJbHasi KpUOTJI00YIMHEeMUS, TpaHC(HOPMUPOBABILIASICS B
HOAAJbHYIO C 3KCTpaHOIadbHbIM TopaxkeHuem B-IKKJI
+ IgMk u BJk; MALT-numdoma nerkoro, TpaHcopMu-
poBasuiascs B B-KKJI nerkoro). bonbsHbie ¢ JKKJI nme-
JIM caMblil IuTenbHbIM nepuon tedeHus b, u 6onb-
IIMHCTBO U3 HUX — PEUMAMBUPYIOLIYI0 KPUOTIOOYIMHE-
MUYECKYIO MyPIypy A0 Pa3BUTUS JUMGOMBI, YTO MPEATOo-
JlaraeT MOBBIIICHHYIO YacTOTYy OOHapyKeHHUs 3TOro THUIIa
JUMGbOM Yy O0JIBHBIX C JTUTEIbHBIM TEUEHUEM KPUOTJI00Y-
nuHeMmuyeckoro BackyauTa [11, 12, 36]. Kak u B paHee
OITyOJIMKOBAaHHBIX paborax [24, 37—39], 3a uckiiroyeHIEM
nepBbIX ucciaenoBanuii H.M. Moutsopoulos u coaBT. [40,
41], yactoTra OOHapyXeHMUsI MOHOKJIOHAJIbHOM CeKpelnn B
HalleM ucclienoBaHuM He mipeBblmana 20%, Ho y 50%
GOJIBHBIX TMOSIBJICHUE MOHOKJIOHAJIBHBIX Ig M Jerkux 1e-
neit Ig B Moye ObLJIO CBSI3aHO ¢ pa3BUTUEM JuMbom. Hau-
6osee yacTo BeisBiIstINCh IgMk+BJk — 8, Tombko BJk — 7,
pexe IgGk+BJk — 2, IgAk+BJk — 1, IgAk — 1, IgM1 — 1;

OUKJIOHAJIbHAS CEKpelUsl AMaTHOCTUPOBAaHA B JIBYX Cilyya-
sx. Micue3HoBeHUE U3 CBIBOPOTKM MOHOKJIIOHATHHBIX Ig 1
nosisyiieHue Oenka beHc-/I>)kxoHca B Moue HaOJOAAIUCh Y
mwectu 6oabHbIX npu pazButuu B-JIKKIJI. Toabko He3Ha-
YUTEJIbHOE KOJMYECTBO OOJBHBIX OCTAJIMCh MOJ HALIUM
HaOmoaeHueM ¢ Bl u MoHOKJIOHaNbHOM cekpelueil He-
YTOUHEHHOTO MPOUCXOXIAEHUS, B OCHOBHOM OOJIbHBIE CO
CMelllaHHOW MOHOKJIOHAJAbHOW KpUOIJIOOYJIUHeMHUe 6e3
4yeTKOU Bepudukauuy 1uMdOOMBI 3a IEPUO JUTUTETbHOTO
HabaoaeHus [21]. B HaleM McclieioBaHUM BbicOKas yac-
ToTa TMMGOM NMPU OOHAPYXKEHUU MOHOKJIOHAJIBHON CeK-
pely B CBIBOPOTKE KPOBU M/VWJIM MOUYE 3HAYUTEITHHO OT-
JMYaeTcsl OT eAWHWYHBIX ciydaeB lg-cekpeTupyrommx
HXIJI, ormmcaHHBIX B aHATM3UpyeMbIX padorax [10, 20, 24,
37, 39]. BDT0 MOXHO OOBSICHUTH HECKOJbKUMU MPUINHA-
MU: PEIKUM HCMOJb30BAHUEM UMMYHOXUMMUYECKOTO KC-
CJIeIOBaHUsI CBIBOPOTKU KPOBU M/WJIW MOYM 1JIs1 OOHapy-
>K€HUSI MOHOKJIOHAJIbHOM ceKpelru B IPYrUX peBMaTo0-
TMYEeCKUX KIMHUKAX, THIATETbHBIM 00CIeT0BaHUEM OOJTb-
HBIX C 1eblo uckmodenus JII13 mpu BeIIBIEHUN MOHO-
KJIOHAJIbHOM CEKPEeLNU B CHIBOPOTKE KPOBU U/UJIN MOYE B
HalleM MCCJeJOBaHUU, TMPUBJIEYEHUEM OHKOTeMaToJo-
roB, MopdosioroB, UMMyHOMOP(}OJIOroB, UMMYHOXUMMU-
KOB, pa0OTalOUIMX B BEAYIIMX OHKOTeMaTOJOTMYECKUX yU-
PEXIEHUSIX, UCTIOJb30BaHUEM 0oJiee KeCTKUX KPUTEPUEB
nmuarHoctuku BII, Oonpmioit mIMTeIbHOCTHIO HAOIIOAC-
Hus 3a 6onpHbIMU BIL B Hamieii padoTe.

PanHsis1 nuardHocTuka JduM@oM, pa3BUBAIOLIMXCS B
caoHHBIX kene3ax pu bLL, HeBo3MoxkHa 6e3 mpoBeaeHMs
ouoncun OYXK [17, 25, 34]. [IpoBonuMoe B Hacrosiliee
BpeMs KccienoBaHue no paHHed nuarHoctuke HXJI mpu
BIII BergBUIIO paszButue MALT-muM@poM HU3KOM CTEIIEHN
3710KaueCTBEHHOCTU Y 42,2% OGONIBbHBIX CO 3HAYMTENbHBIM
yBEJIMYEHUEM CIIOHHBIX XeJie3 MPU MCIOJIb30BaHUU OUO-
ncun OY2K, Torma kak B MaJioil CIIOHHOM KeJjie3e TUarHo-
ctupoBaTb MALT-numMdoMy ynanock TOJIbKO B OTHOM CJTy-
yae [17]. IlpenBaputesnbHble pe3yabTaTbl TPOBOAUMOTO B
HACTOsIIIIee BpeMs HCCIEAOBAHUSI TO3BOJISIOT TPENIoa-
raTh, YTO MPU HAJTMYUU MOHOKJIOHAJIBHOU CEKPELINU B ChI-
BOPOTKE KPOBU M/UJIU MOYE U 3HAUYUTETbHOTO yBEJIUYEHUS
OYVXK B 100% ciayyaeB MOXeT OBITh JAMArHOCTHPOBaHa
MALT-n1umdomMa ciloHHBIX Xene3. JauTenbHOCTh Teue-
Hus BII no nuarHocTUKU TUMGOM HU3KON CTEIEHU 3J10-
KauyecTBeHHOCTU, ocobeHHO MALT-numMbom, 3HaUUTEIb-
HO MEHbIIE, YTO TOATBEPXKIEHO MHOTOUYMCICHHBIMU HC-
cnepoBaHusimu [14, 17, 18, 25, 31, 33]. I1pu ucnonbs3ona-
HHUU CTaTUCTMYECKOTrO MOJEIUPOBAHUS MOKAa3aHO, YTO Be-
positHocTh passutust HXJI Bo3pactaet ¢ 2,9% mocie 5 net
1o 4,8% mocie 10 et teuenust BII [35]. BoiiensnoxeH-
HOE TIOATBEPKAAeT TUIIOTE3y MHOTOCTYIIEHYATOTO Pa3BU-
TUSI OT ayTOMMMYHHOI B-KJIeTOYHOII TMNepakTUBHOCTH K
3JI0KauecTBeHHOU B-kieTouHoit nponudepaunu npu BIL
[19, 20, 29]. CyuiecTBEHHBIMU XapaKTepPUCTUKAMU 3TOTO
npoiecca sBJSIOTCS 3HAYUTENbHOE yBEJIMUYEHUE 4Yucia
MJIa3MaTUIeCKNX KIeTOK, WH(MUIBTPUPYIOMINX CITIOHHBIE
JKeJIe3bl, IKCIPECCUS CBIBOPOTOYHBIX MOHOKJIOHATBHBIX |g,
MOHOKJIOHQJIbHO! KJIETOYHOW MOMYJISILINYU B CIIOHHBIX XKe-
Jle3axX U TKaHEeBbIX 00pa3Lax 10 pa3BUTUS KJITMHUYECKU Oue-
BUAHOU W Mopdonaornyecku NOKa3aHHOW JTUMGOMBI
[12, 19, 20, 31—33]. DakTOpPHI, CBI3aHHBIC C MOSIBICHUEM
MOHOKJIOHAJIbHOM CeKpelny VI 3I0Ka4eCTBEHHOU TpaHC-
dopmanuu npu BLL, ocratorcsa HesscHbiMu. Hapyuienus: B
MexaHu3Max anomnTo3a, runepcTumMyssanus B-1 kiertok unn



UH@EeKIMOHHbIE (DAKTOPBI MOTYT CTUMYJIMPOBATH PA3BUTUE
3710KauecTBeHHOM JuMpornpoaudepanuu npu bILI.

BosbuinHcTBO (60%) GONBHBIX B HAIIEM MCCIIEI0BA-
Huu umenu IV ctaguio pacnpocTpaHEeHHOCTH OITYX0JIEBO-
ro MopaxeHusl, YTO 0Ka3bIBaJIO BAUSIHUE HAa TAKTUKY Tepa-
MAU U TIPOTHO3 3a0oJjieBaHus B 1-i1 u 3-i1 rpyrmnax, HO He
BJIMSJIO HA T€YEHUE U UCXOJ 3a00JieBaHUS BO 2-1 rpyIme
60abHBIX. BeposiTHO, mcmonb3yemass Ann-Arbor Kiaccu-
dbukanus crapuitHocTn nopaxenust npu HXJI [26] maio
npuemyieMa JUJisl Xxapaktepuctuku jumdpom MALT-tumna
[14, 17, 18, 25].

Kak u B paHee mpoBeJcHHBIX uccieaoBaHusx |14,
18, 24], Mbl He HaOJIIOIAIN YETKOM CBSI3U Pa3BUTHUS TUMGbOM
¢ napexkuueit HCV, HBs u BUY. HecmoTpsa Ha Hamuuue
OOJIBIIIOTO KOJIMYECTBA OOJIBHBIX CO CMEIIAHHOW MOHOKJIO-
HaJbHOI KPUOIIOOYJIMHEMHUE B HallleM WCCIeI0BaHUM,
TOJILKO Y OJIHO# 00JIbHOM ¢ IMM(OIIa3MOLIMTaPHOM JTUM(pO-
Moli onpenensiavch antutenaa K HCV 6e3 mpusHakoB perin-
kauuu Bupyca npu [1LIP-auarnocruke.

OCHOBHBIMU (paKTOpaMHM, TIpeapaciioaraloiiuMu K
pasputuro JII13, B Hamlem uccaeqOBaHUM SIBUJIMCH JJIH-
TEJIbHO CYLIECTBYIOllee 3HaYuTeNbHOe yBeandeHue OYK,
bosiee nTU (POKYCOB MH(MUIBTpALUM B OMOITaTaX MaJibIX
CJIIOHHBIX KeJie3, peluAUBUpYIOlIast KpUOTI00yIuHeMUYe-
cKasg myprypa, reHepain3zoBaHHas JuMdbaaeHonaTus, mno-
JIMHEpoTaTusi, CMellIaHHas MOHOKJIOHAJIbHAsI KpUOTJI00Y -
JIMHEeMUS. AHAJTOTUYHBIE (paKTOPBI pacCMaTPpUBAJINCh B pa-
Hee OMmyOJMKOBaHHBIX MccaemnoBaHusax [5, 11, 12, 18, 19,
22, 26], 3a UCKIIOYEHUEM MOP(OJIOTUYECKOTO MpU3HAaKa.
Hamu BrniepBbie Ha 0OJIBIIOM KJIMHUYECKOM MaTepuae yc-
TaHOBJIEHO, YTO KCIIOJb30BaHUE MaJbIX 03 JIKUIUPYIO-
X [IUTOCTATUKOB (IIUKI0(ochaH uim JeiiKepaH) B ieue-
nuu Bl He yBenuunBaet puck pazsutus JII13, a, Bo3MoX-
HO, CIepXMBAeT UM OCTaHABIMBAET UX pa3BuTHe. B rpym-
rne OOJIbHBIX, JUTUTEJIbHO IOJYyYaBIIMX LIMTOCTATUYECKYIO
tepanuio, HXJI nuarHoctupoBaHbl y 3 OOJbHBIX Moche 4,
10 u 11 net npuema Manbix 103 npenapatoB (T-kieTouHas
JmuMdoMa Majlol CIIFOHHOM Xelle3bl — 1, (ponKyasipHas
mumdoMa — 1, anammactuaeckas KKJI ¢ 0-kimeTouHbIM (e-
HOTUIIOM — 1). DTH GoIbHBIE UMEIH (haKTOPHI, TPeapacIio-
Jaraponie K pazputuio HXJI: pnutenbHO cylecTByloliee
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3HauyuTesbHOoe yBennueHre OYXK (3), necTpyKTUBHBINM Bac-
KYJTUT, KJIWMHUYECKU TPOSBISIIONIUICS pPEelUINBUPYIONIEH
KPUOIIOOYyJIMHEMUYECKOU Typrypoit (3), moamHeipomna-
M0 (2), TeHepaau30BaHHHYIO TuMdbaaeHonatuio (3), cMe-
IIaHHYI0 MOHOKJIOHAJbHYIO KpuOrIoOyauHeMuio (3) u
cHUXeHue ypoBHS C4 kKoMmmoHeHTa koMruieMeHTa (3). ¥
OJTHO¥ M3 3TUX TpexX OOJBHBIX MOCIe UHTEHCUBHOW Tepa-
Uy IuKiIohochaHoM (3 T B MecsII) B CBSI3HM C aHTUOUMMY-
HoOnacTHOI T-KiIeTouHOo# TMMGOMOIi B TeUEHHUE TTOCIeTy-
omux 11 jger mpogoskanach Tepanusi LMKIopochaHoM B
Mauibix no3ax (400 mr B Mecsiil). B oHkoremaronoruyeckoi
MPaKTUKEe CUMTAETCs, YTO HaJIWYWe aHTMOMMMYHOOJIACT-
Holl T-kJjeTouHoii TMMGOMBI B CpeIHEM Yepe3 5 JieT mpu-
Boaut K pasputuio KKIJI [42], mosTomy y Hamreit 601bHOI
pazsutue KKJI uepe3 11 et Bpsim 1 MOXHO paccMaTpu-
BaTh KaK TMOSIBJI€HUE BbICOKOArpecCUBHON JTUM(OMBI Ha
¢doHe pauTeabHOro npruema nukiaodocdana. B 1Byx apyrux
CIIyJasiX MOXHO OOCYXIATh BIMSIHUE IIMTOTOCTATUIECKOMN
Tepanuu Ha pa3Butue JuM@oM. OJHAKO MPOBEACHHBIN Ha-
MU TIHIATEeJbHBIN aHAIN3 He TT03BOJISIET TTOATBEPAUTH TAKYIO
3aKOHOMEPHOCTh. JIuMboMbl B rpyIime 265 GOJbHBIX, HE
MOJyYaBUIMX LUTOCTATUUECKYIO Teparnuio, BbISBISIUCH
3HAYUTEJIBbHO Yalle, yeM B rpymre 147 00JbHBIX, J€YEHHBIX
uuToctatukamMu, — 16,2 u 2% coorBerctBeHHO (p<0,001;
BeJM4YMHA pa3nuuust cocrasisier 14,2%). Kak u B paHee
ony0JIMKOBaHHBIX HabmwoneHusx o6oabHbix BT ¢ HXIJI
1, 2, 5,7, 10, 14, 16, 17, 19, 21, 23—25, 33], He moaTBep-
xnaetcs Touka 3peHusi G. Linardaki u H.M. Moutsopoulos
[43] o pucke pa3BUTHUS JTUMOOM IpU MpUeMe aJKUIUPYIO-
IIUX TpernapaToB. ABTOPbI KOHIIETIIIMM 0a3upoBaIUCh Ha
eIMHUYHBIX COOOIIEHUSIX B JIMTepaType 00 UCIIOIb30BaHUN
STHUX TPEIapaToB B jedeHUU Tskeabix ¢popm BIL. B 3apy-
0eXHOU M OTeUYeCTBEHHOU JUTepaType OTCYTCTBYIOT AaH-
Hble O JJIUTEJbHOM MPUMEHEHUU AJIKUIMPYIOLIUX Tperna-
patoB nipu B, 3a uckiatoueHMeM HalMX €IUHUYHBIX CO-
obuieHui [44, 45].

Pazsutne KKJI npu BII 3HaYUTETbHO YMEHBLIAET BbI-
JKMBAaEMOCTh OOJIbHBIX, UTO JIOJKHO CTUMYJIMPOBATh UCCIIENO-
BaTeJieii K paHHei nuarnoctuke HXJI u moncky HOBBIX JieKap-
CTBEHHBIX IpernapaTtoB, HANpPaBICHHBIX HAa CHIKEHWE UIW-
TEJIbHO CYIIECTBYIOLLEI aHTUTeHHOM cTuMysiumuy ipu BLLL.
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