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XBopoba Illerpena (XILI, abo mnepBunHuii cubnapom Illerpera B
3apyOiXKHIN JTiTepaTypi) — Il CHCTEMHE aBTOIMYHHE 3aXBOPIOBaHHS 3
NEPeBAKHUMHU TPOSBaMU 3 OOKY EK30KPHMHHHMX 3aji03, 30KpeMa CIIMHHHX 1
CJI3HMX, 13 MOCTIMHUMHU CHUMMTOMaMHU KCEpOCTOMIi Ta KcepoTayibmii; 3arajibHa
MaTOTICTOJIOTIYHA O3HaKa XBOpPOOM - 1€ Tmporpecyrda dimMdorurapHa
iHbiabTpanisa ux 3ano3 [1, 2, 3, 4].Buginsgiors TakoX BTOPHHHHIA CHHAPOM
Hlerpena (CLL) — ypakeHHS CII3HHX Ta CIMHHUX 3aJI03 NMPH CHCTEMHHX
3aXBOPIOBaHHAX CrHoday4Hoi TkaHuHu [1, 2], BipycHomy rematuti C [5],
aBTOIMYHHOMY  Te€MmaTUTI Ta  IHIIMX  aBTOIMyHHHUX  3aXBOPHOBAHHSIX
remarooiapHoi 30HU TOMIO [2].

Hiarnoctruni  kpurepii  XIII - me HasgBHicTh: 1)  cyxoro
KEPAaTOKOH IOHKTUBITY; 2) MapeHXIMaTO3HOTO NapOTUTy; 3) JIaOOPaTOPHUX
O3HAaK CHCTEMHOTO aBTOiMyHHOro 3amnajnenss. Jliarno3 XIII yctanoBmoeTscs 3a
YMOB HasIBHOCTI IIMX TPHOX KPHUTEPIiB 1 BIICYTHOCTI JIarHOCTUYHUX KPUTEPIiB
IHIMUX CHUCTEMHUX 3aXBOPIOBaHb CIIOIYYHOI TKAHWHH, BIPYCHOTO YH
aBTOIMyHHOTO TematuTy Toio. Bropuuanuit CIII miarHOCTYeThCSl 3a HasBHOCTI
CyXOro KEepaTOKOH IOHKTHBITY, MapeHXIMaTO3HOTO MapoTHTY, JabopaTopHHUX
03HaK CUCTEMHOTO aBTOIMYHHOTO YH BIPYCHOTO 3alaJICHHsI, a TAKOXK OJTHOTO YH
KUIBKOX JIIarHOCTUYHUX KPUTEPIiB TOr0 YW 1HIIOTO PEBMATUYHOIO abo

iH(ekiHoTO 3axBoproBanHs [1, 2, 7].



Cnunani 3amo3u  (C3) BuBYEHI HaWKpalle, OCKIJIbKA BOHH ypa)eHi
NPAKTHUYHO B yCIX XBOPHX 1 JIETKO JOCTYIIHI AJsl HOCHIKeHHs. MikpocKomiyHa
kaptHa C3 XapakTepu3y€eThCs 3aMIHOK €K30KPHUHHOTO emiTeio Ha JiMpOiaHy
TKQaHWHY 1 HasBHICTIO MioemiTeniaabHux ocTpiBiiB. Cepen miM¢OIUTIB
nepeBakaroth T-miMporuty, cmiBBigHomeHHs CD4/CD8 ckmamae 3:1.
[Mpubau3no 20%cknanaots B-1imMbonnTta, npupoaHi Kiuiepu - Becboro 5% [3].

Haiigiporignimum  erionatoreHe3om  XIII  Haremep — BU3HA€ThCS
aBTOIMYHHHH, SIKMH 0a3yeTbCcsl Ha MOPYIICHHSX MEXaHI3MIB PO3IMi3HABAaHHS
«CBOTO», IHAYKIIII aBTOIMYHHUX pPEaKiliii MpOTU aHTUTE€HIB €K30KPUHHMX 3aJ103,
IHIIIHOBAaHMX KOMOIHAIIEI0 EHJIOTeHHUX (KOHCTUTYIIHHUX) Ta EK30TCHHUX
(Bipycu) dakropiB [2, 7]. 3amyck maronoriuHux peakiid i3 6oky T- i B-
naimbouuTiB popMye nucOanaHC IUTOKIHIB, XPOHIYHE 3aMajeHHsS €K30KPUHHHUX
3a703, amnonTo3 (YyHKIIOHYIOUMX KIITHH, PO3BUTOK (iOpo3y 1 BTpary
dizionoriuaux ¢yHkiii [8, 9].

I'enemuyunuit ghon. X1 — nonirenne 3axsoproBanHs [10]. TTomimopdni
rean HLA y monuau noOpe BuBYeHi sk (akrtopu pusuky XIII, ycraHoieHi
0M3bKi acowiamii Mixx neBauMu anensmu HLA 1 cunre3om autu-Ro/Laanturin
[11], ™osiekynamMu iMYHHOTO pO3IMi3HABaHHS, IUTOKIHAMH Ta IXHIMH
penentopamu  [12]. [Mocunenns excnpecii reniB 1JI-10, TNF i Faspenenropa
PO3TIAAIOTH SIK TeHeTuwHi Mapkepu X111 [13, 14].

Ponv monexkynapuoi mimikpii. Exzorenni tpurepHi ¢dakropu (BipycH)
yepe3 MEXaHI3M MIMIKPIi 1HIIIIOITh aBTOIMYHHI peakilii B JItOJeH 13 MEBHOIO
TCHETUYHOIO CTIPUUHATIUBICTIO. Y XBopux Ha XIII BUSIBIEHI OJJHOYACHO aHTH-
Ro/La/-aBroantutina (imyHosoriuni Mmapkepu XIII) i aBToanTuTiNa 10 HOAPUHY
(romoBHOrO  KOMITIOHEHTa mHTOCKeneTra) [15]. @oxapuH  po3KiIamaeThes
rpam3uMoM B mig vac 1muTOTOKCWYHOI [ii MMQOIMTIB, 1 Iel mporiec
inaykyerbes Bipycom Emmireitna-bappa (EBV) [16]. [IporeonizoBanuii dhoapuH
po3rasAaoTh sK Heoemiton ans T-mimdonurtiB. BiporigHo, maronoriuHuit

npoTeosii3  (GOAPUHY NPHU3BOJAUTH JO 3MIHM MICII€3HAXO/KEHHS IHOTO



ABTOAHTUTCHY Ha 30BHINIHIA TMOBEPXHI ANMONTOTUYHUX EMITeTiaJbHUX KIITUH
C3, i THM caMuUM 3alyCKae€ThCS AaBTOIMYHHHH TMporec. YK€ BCTaHOBJIEHO
KJIIHIYHE 3HAUYCHHS aHTU(POIPUHOBUX aHTUTLI Y XBopux Ha XIII [16].

Ha oco0muBy yBary 3aciyroBylOTh HOBI jgaHi 1momo anTtu-Ro/La-
aBTOAHTHTLJ, SIKi BU3HaHI iMyHonoriuammu mapkepamu XIII [11]. Ro/La- e
JTBOKOMITOHEHTHHH PHUOOHYKJICTHOBU KOMILIEKC, IO CKJIATAEThesl 3 YacTHH RO
60xk/la, Ro 52x/la i La 484k/la 6inkiB, 3B’ 13aHuX 13 nuTomuiazMaTuunoro PHK
[17].

Anturenn Ro/La, Ro/SS Agonapun - nie T- i B-kniTuHHI emiTomnu, o B
HOpPMI HEJOCTYMHI AJi pO3Mi3HaBaHHS KJIITHHAMU IMYHHOI CHCTEMH, OJHAK 3a
yMOB i1 ynbTpadioeTy, BipycCiB, alloNTO3y BOHU CTAlOTh AOCTYIMHUMU Jjis T- i
B-kmitun [11].

SAx moteHmiitHi etiomaroreHetnyHi ynHHUKA X posrasgaiore BipycH
renatuty C, perposipycu (BLJI, Bipyc T-kmiTHHHOI JielikeMii), reprecBipycH,
nesiki mapBoBipycu 1 kokcBipycu [18, 19]. BomHodac AmepuKaHCHKI Ta
€Bporneticbki kiacudikariitai kpurepii (2002) npononyrots xponiuny HCV-
iHGEKII0 po3rIaaaTH SK KpUTepii BUukiItoueHHs ajs aiarnoctuku X1 [4, 6].

Ilamonoziuni imynni peaxyii. HaOyTi iMyHHI peakiii NpOSBISIOTHCS
npomidepaniero T- 1 B-mmdouurtiB micis 3B’s3yBaHHS aHTUTCHY I1XHIMH
MOBEPXHEBUMH perlenTopamMu, jJokami3oBanoro Ha emitenii C3. T-mimdboruTy,
mo wmirpyBaau B C3, akTuBYIOThCs IN Situ, a B-nmiMdpouutn po3noynHarOTh
nokanbHuii cuaTe3 aHTuTil [20]. JdoOpe mnpoanamizoBanuii pernepryap T-
naimbouumtis, mo 1HGUIBTPYIOTH C3 mpu XIII. 3okpema, BuBUeHa ekcrpecis V-
I'€HIB, K1 KOHTPOIIOOTh V-10oMeHn T-KIITUHHOTO perenropa, i came Ha Moro
YIIKOJDKCHHI JIESKi TOCIITHUKN aKIEHTYIOTh yBary [4, 7].

[linBumena peakTuBHICT, B-mimporutie npu XII — ne Moxpens
MaTOJIOTIYHOIO TMPOIECY €BOJIONIT TMOJIKIOHAIBHOT AaKTHUBAIlli JI0 OJIIro-

MOHOKJIOHQJILHO1, 0 MOKE CATHYTH PO3BHUTKY 3JIOSIKiCHOT TiMdomu [21].



JloCMDKEHHSI IMTOKIHIB 1 XEMOKIHIB CHPHSJIO PO3YMIHHIO Mirparii
sananpHuX KimiThH y C3 mpu XII, ix ¢ikcamii B Tkanuni C3 1 yIIKOMKEHH]
3ay103ucToro emTenito. Y xBopux Ha XIII muTtokiHuM BUBYANIKCh HA 3-X PIBHSX:
1)ananiz nepudepHuHUX HMUPKYIIOYHMX IIUTOKIHIB, IO MPOAYKYIoThcs Thl i
Th2 nimporuramu; 2)nocnimkenns ekcnpecii MPHK mutokiniB y kimitnnax C3;
3)anaii3 ekcrpecii moaiMophHUX T'eHIB IUTOKIHIB. Y CTAaHOBIICHO, 110 Y XBOPHX
Ha XIII B mepudepuyHiii KPOBi MEPEBAKAIOTHh IUTOKIHK, IO BUPOOISIOTECS Th2
JiM@orTaMy 1 B 3HAUHO HUKYMX KOHIeHTparisx - [JI-6 Ta 1J1-10. locaigauku
3HAWIUIM MO3WTHUBHY KOPEJALI0 MK KoHIeHTpaliew 1JI-6 ta cnenudiunnmu
rictojorivanmu 3MiHamMu Mamux C3 [22]. HaBmaku, MicIIeBO B CIIMHHHX 3aJ103aX
JOMIHYBaJIM IUTOKIHH, 110 MPpoayKyrThess Th1l miMmdoruramu [23]. JloBenaeHo
micrieBe yrBopeHHs aHTH-RO/LaaHTHTIN i1 MOCHIEHHS allONTOTUYHUX TPOIIECiB
y C3 [17]. BaxumBy ponb y natorenesi X1 BiABOASTH HOBOMY YJICHY POJIUHH
TNF BAFF/Blys, Bucokuii piBeHb SIKOTO O€3MOCEpeaHbO OB SI3aHUK 13
rinepdyHkuiero Ta npoiidgepanicro B-mim@ouutie, TOMy BiH € HNOTEHLIHHOIO
mimieHHro B JikyBanHi [TCII [24].

BaxuBy posib BiIBOJISATE HOBMM aBTOAHTHUICHAM: aKBaropuHaMm (pojuHa
HEBEJIMKUX YHUCJICHHUX MeMOpaHHMX OuIKiB, 110 (YHKIIOHYIOTh fK
TpaHcnopTepH Boad, y xBopux Ha [ICII ix BUABHIN B IUTOTUIA3MI 3aJI03UCTOTO
emitenito), Monekynam I[CA69, kanpliieBuM KaHajnam |-Tumy, ampeHo- Ta
nypuHoperenTopam [25].

Ponv anonmoszy. llepenbauanu BupilIadbHy pPOJb  AMONTOTHYHHUX
MEXaHI3MIB y MaTOreHe31 YIIKOKeHb 3ajo3uctoro emitenito npu XII. Oxgnak
CKCIIEPUMEHTAJIbHI JTOCITIDKEHHS BUSBHIIUCS HEOIHO3HAYHMMH. [lepBUHHOIO
anontoTuyHoo mojaiel0 B C3 € NpOHUKHEHHS BIPYCHUX MpPOTEIHIB, Haill —
IpOTEONi3 1 TATOJNIOTIYHE BUIIJICHHS HA30BHI 3 KIITHUHHA SACPHHUX 1
UTOIIa3MaTHYHUX aBToaHTUreHiB — R052, R060, La48 [11]loka3aHo, 110
TNF Buxnukae mepepo3noin aproanTureHiB RO, Lai ¢oapuny Ha memOpaHi

anonToTHYHuX KIiTHH [16]. [ aBTopH 3Haknum nocuieny ekcrnpecito TNFR



Ha JiMdonuTax, mo HPUIETpyBaau npotoku C3, ajie He TPOHOIOI0HT KIIITUHH
[8]. Binok p53 (perymnsTop BrxKUBaHHS 1 potidepartii KINTHH) OyB BUSBICHUH Y
kinituHax npotok C3 y xBopux Ha X y 10 paziB BUIIMM, HIX y 310pPOBHUX
JIOZICH , ajie 3HOBY HE B rpoHONOAIOHMX KiiThHax [9]. BBaxaroTs, 1110 1€ OJUH
13 MexaHi3MiB 3axucty 1 penaparii JIHK, skuii 3anobirae anonto3y B KIITHHAX
MPOTOK, a BIJACYTHICTh HOTO Ha TPOHOMOMIOHUX KIITHHAX TMOSCHIOE iX
nporpecyrounii  anonTto3. BaxiuBy ponp y 3amobiraHHi Ta MexaHi3Max
arioriro3y Bigirpae poauna BCI-2, posramoBana Ha 30BHIIIHIA MeMmOpaHi
MITOXOHpIiK, a Oiok Bax, HaBmaku, NpuU3BOJIUTH JO aronTo3y. Y XBOPUX Ha
XHI excnpecis BCI-2 na nimponurax, mo indinsrpyBanu C3, mocuieHa, 1o
pOOUTH iX CTIMKMMH 70 anmonTo3y, a KJIITHHU 3aJ03UCTOT0 EMIiTeNil0, HaBIaKH,
MOCUJIEHO €KCTIPECYIOTh MpoanonToTuyHi Gaktopu Fasi Bax.V rpononoaionux
kimituHax 1 emitenii nporok C3 y xBopux Ha XIII Oyna BupakeHa ekcrpecis
caspase-37,aine He 9 [26].

OTxe, amoNTOTHYHI MEXaHI3MH BIAITPAIOTh AY)XE€ BAXKIUBY pOJb Y
natoreHesi [ICIII, a qucbanmaHc MiX Mpo- Ta AHTHAMONTOTUYHHUMH CUTHAJIAMHU,
MOJKJIBO, € IICHTPAJIbHUM y PyWHYBaHHI €K30KPUHHUX 3aJ103.

Aemonomna oOuchynkuin C3. PosrnsgaeTbcss HaTenep SK IHIIUN
MeXaHi3M, BTATHYTHH y natoreHe3 X1 mopyy i3 aBTOIMyHHUM Y 3B’ 3Ky 3 THUM,
10 TICTOJIOTIYHO HEe3MIHEHA CIIMHHA TPOHOIOAI0HA TKAHWHA B IEAKUX BUIIATKAX
¢byHKIioHye HemoBHOIIHHO [27]. IlapacuMmaridyHa HepBOBa CHCTEMA, IO
perymoe AisbHICTE C3, MOXE BHUKIMKATH 3aJ03UCTy JUCOYHKINIO 1
3MEHIIYBATH CIMHOBUIUICHHS. 3aTPUMKY MapacUMIATHYHOI HeWpoTpaHCMicii
MOXYTh BHUKJIMKATH aHTHUTLIA 10 3 THUIY MYCKapMHOBUX PEIENTOpiB abo
NiABUIICHHS PiBHA XojdiHectepaszu. Y xBopux Ha XIII 3HaiineHo minBUILIEHHS
pIBHS XOJIIHEPTIYHUX MYCKapuHOBHUX peuentopiB y C3, ane BOHU OJOKYBaUCh
AHTUMYCKapUHOBHMH aBTOAHTHTUIAMHU, BHCOKHHA DIBEHb SKHUX BUSIBICHHHA Yy

cupoBatkax xBopux Ha XIII [28]. YcmimHuM BUSBHIOCS BHYTPIIIHBOBEHHE



BBeAeHHA npenapatiB 1gG xBopum Ha X1, Axi HeWTpani3yBaau aBTOAHTHUTIIA,
10 OJIOKYIOTh XOJIIHEPT1YHY HEHPOTPAHCMICIIO.

Hopywennn  penapauii  enimeniro  C3.  Bigkpura  poJvHa
MPOTEA30CTIMKUX CEKPETOPHUX TMENTHAIB, Oararux Ha IMCTETHOBI 3aJIUIIKH.
Bouu BiairparoTh MpoOBIIHY POJb y MIATPUMII EMITETII0 CIU30BUX, MAIOTh
aHTUHANoNTOTUYHY  aAito.  HemonmaBHo ~ Oynma  mpoaHaiizoBaHa — iXHS
etionaroreHeTnyna pospb y XII. He BukiroueHo, mio i NenTuayd CTUMYIIIOIOThH
MexaHi3Mu mnposideparii 1 penaparii eniteniro C3 1 TaKUM YUHOM MPOTUAIIOTH
arionto3y [29]. YcTaHOBICHO MiABHUINEHHS MPOTCOTITHYHOT aKTHBHOCTI MPOTH
O1IKIB OCHOBHOI MeMOpaHu JIaMiHiHy Ta KojareHy |V tumy, a Takox Kojareny
I Tuny 1 ¢iobponexktuny B TkaumHi C3 mpu XII [30]. Ile me oaun i3
MEXaHI3MiB YIIKOKEHHS 3aJI03UCTOrO emiTenito y XxBopux Ha XIII.
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Pe3rome
Pa6OTaMI/I NOCICAHUX JICT YCTAHOBJICHBI YCTKUC STHUOIIATOICHCTUYCCKHC
MEXaHU3Mbl 0O0JIE3HU ]_HerpeHa B I[06aBJICHI/IC K HJaBHO U3BECTHOU
auMdonTapHO  MHPUIBTpAIMKM  CIIOHHBIX  JKene3. EcTh  BecoMmble
JA0Ka3aTCJIbCTBA B IMOJIb3Yy  HOBPCKIACHHA SMNUTCIINA CJIFOHHBIX  KC€JIC3
MCXaHHU3MaMHM aIrloITo3a, HHAYOUPYCEMOI'0O BUPpYyCaMHu, aHOMAJIbHAasA IPC3CHTALMA
AYTOAHTUI'CHOB CJIIOHHBIX JKCJIC3, 3aIllyCK IAaTOJOIMYCCKHX ayTOMMMYHHBIX
peakuii, HapylleHusl aucOanaHca MEXIY amonTo30M M pernapanueil KIeTOK
CIIOHHBIX JKCJIC3, a TaKXC PpoOJIb HX aBTOHOMHOMU I[I/IC(I)yHKIII/II/I. HoBas
ITUONATOTCHCTUYCCKAA KOHICIIINUA ABIIACTCA OCHOBOM p213pa60TKI/I HOBBIX
croco00B BOB,Z[CﬁCTBI/Iﬁ Ha BOCCTAaHOBJICHHE OajiaHca MCXKIY aroiIuTo30M H
penapam/leﬁ CIIOHHBIX JKC€JIC3 IIYTEM CTHMYJBIIHKM AaHTHAIIOINTOTHYCCKUX
CUTHaJOB M Oyiokanpl mpoanontoTudeckux. C Apyrol CTOPOHBI, BaKHBIM
OCTacTCsa BJIUAHHUEC Ha I[I/IC(bYHKI_II/I}O HMMyHHOﬁ CUCTCMbI, YMCHBIICHHC
TUIICPpAKTUBAIIUA B-kietok u XCMOATTPAKTAHTOB, KOTOPBLIC IIPHUBJICKAIOT B
ciatoHHbIE kene3bl T- u B-kierku. OTOenbHOM CcTpaTerueid OCTaloTCA T'€HHAs
HHXXCHCPHUA CIIOHHBIX JKCJIC3, TpaHCIUIAHTAOWA CIIOHHBIX JKEJIC3 U CTBOJIOBOH
KIICTKU.
KaroueBbie cJIOBA. CJIFOHHBIE JKeJIe3hl, 00JIE3HD [lerpena,
UMMYHOIATOJIOTUS, aBTOHOMHAsI TUC(HYHKIUS, allONTO3, pernaparus.
Summary
In recent years, the research has determined distitiopathogenetic
mechanisms of Sjogren's disease in addition towhk-known lymphocytic

infiltration of salivary glands. There are solidyaments in favor of the injury of



salivary glands epithelium caused by mechanismapaptosis induced by
viruses, anomalous presentation of salivary glaadiantigens, cause of
pathologic autoimmune reactions, imbalance betwamptosis and reparation
of salivary glands cells as well as the role ofrthetonomous dysfunction. The
new etiopathogenetic concept is the basis of tleldpment of new influences
on the recovery of the balance between apoptosisreparation of salivary
glands by means of stimulating anti-apoptotic dignand blocking pro-
apoptotic. On the other hand, the influence ondy&function of the immune
system, the decrease in the hyperactivation of |B;céhe decrease in
chemoattractants, which attract T- and B-cells &tivary glands, are still
important. The genetic engineering of salivary diriransplantation of salivary
glands and stem cells remain a separate strategy.
Key words: salivary glands, Sjogren's disease, immunopathology

autonomous dysfunction, apoptosis, reparation.



