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OCHOBHI NOJ1I0XXeHHSA

* lMepBWHHWI abo eceHUiaNIbHNI cMHAPOM LLierpeHa € ayToiMyHHMM
3aXBOPHOBAHHAM, LLLO XapaKTePU3YETLCA XPOHIYHUM NliMPOLNTAPHUM
3ananeHHAM eK30KPMHHMX 337103, WO NPU3BOANTb A0 iX rinodyHKUIT i
CYXOCTi cnM30BUX 060/I0OHOK.

» [0 NepBMHHMX CUMMNTOMIB Ha/IeXXaTb CMHAPOM CyXOro oka (cyxum
KepPaTOKOH'FOHKTMBIT) i CyXiCTb Y poTi (KcepocToMmis).

» J1nA 3aXBOPIOBAHHA XapaKTepHa HAfABHICTb ayToaHTUTIN (PD, ANA,
aHTUTINA A0 eKCTParoBaHMX AAEPHMX aHTUreHis - ENA). Ix BiacyTHicTb y
NALEHTIB i3 CMHAPOMOM CYXOCTi B 0O4aX i pOTi CBIAYNTb NPOTU AiarHO3y
cMHapomy LlerpeHa.

* JlikyBaHHA Nerkoro cTyneHs cMHApoMy LLlerpeHa € CUMNTOMATUYHMM.
TaXKi | yCKagHeHi BUNagKku NikyoTb B CNELiaNi30BaHMX BiAAINEHHAX 3a
JIONOMOrOH0 MIOKOKOPTUKOIAIB | IMyHOCYNpecnBHMX NikapCcbKnx 3acobis.

* BTOpPWMHHWI cnHApPOM LLierpeHa Moxe crnocTepiratmca y nauieHTis 3
iHLWIMMM ayTOIMYHHNMM 3aXBOPIOBAHHAMM.

[MowmpeHicTb

* 3 ypaxyBaHHAM YiTKMX AIarHOCTUYHMNX KPUTEPIIB NOLLINPEHICTb CUHOPOMY
LLlerpeHa cepea AOPOC/IOro HacesieHHS CTaHOBUTb 6113bko 0,1%.
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 [lMowmnpeHicTb nerkoro abo cybkniHiYHOro nepebiry 3axBOpHOBaHHSA
TOYHO HEBIZIOMa, aJ/1e BOHa, MMOBIPHO, € HabaraTo BMLLOIO Bif,
NOLUMPEHOCTI 3aXBOPHOBAHHA 3 YPAaXyBAHHAM YiTKNX KpUTEPIIB.

* Y XIHOK MOCTMEHOMNAay3a/IbHOro BiKy MOLWNPEHICTb MOXe aocaratn 1-2%.

* [lepwi CUMNTOMWN BUHMKAKOTb 3a3BKYan y Bili 30-50 pokiB. binbwicTb
nauieHTiB (> 90%) € XiHKMW.

» CepepHin yac Bi NoABM NepLUNX CMMMTOMIB (3a3BMYaN CyXiCTb o4en,
CyxicTb y poTi ab0 peunanByoYNiA NAPOTUT) A0 BCTAHOBJIEHHSA ZliarHo3y
CTaHOBWTb 7 POKIB.

* TinodyHKLUIA eK30KPUHHNX 3aJ103 Pi3HOI0 CTYNeHA BUPAXXEHOCTi TAKOX
3YCTPIYAETLCA Y MALIEHTIB 3 iIHLWWMN ayTOIMYHHMMM 3aXBOPIOBAHHAMMN.
Mpw BTOPUHHIN $OpMi 3aXBOPIOBAHHA CUMMITOMMW CYXOCTi MEHLL
BUPAXXEHI, HIXX NPy NepBUHHOMY 3aXBOPOBAHHI.

CMMNTOMM | KNiHIYHI NposBKH

e LllofieHHa cyXicTb, BiAYYTTA CTOPOHHbLOTO Tisla 260 nicky B 04ax 3
YYTAIMBICTIO A0 CBITNA

» KoXeH JieHb TYpbOye cyXiCTb Y POTi, LLLO YCKNJAHIOE NPUNOM iXi i
PO3MOBMU, NOPYLUYE COH

 lMepioanyHe ab0 NOCTiMHE NPUNYXAHHSA CJIMHHMX 33103
* Besnmka KifibKicTb Kapio3HnX 3y6iB i LUBUAKNI PO3BUTOK Kapiecy

* [lopyLUeHHA CMAKOBOI Ta HIOXOBOI YYT/IMBOCTI. MOX/1IMBE YTBOPEHHSA
BMPA30K y KyTax poTa.

* PecnipaTopHi CMMNTOMMU, TaKi AK CyXMi NOAPA3/IMBUN Kalleb, 334MNLLIKA
npu pisM4HOMY HaBaAHTAXEHHI Ta iIHpeKUIT AnXaNbHUX WNAXiIB. Piako
3yCTPIYalOTbCA NIEBPUIT i iIHTEPCTULIAIbHA MHEBMOHIS.

* LlKipa € cyxoto. Mo>Xx/imBa nyprnypa Ha HMXXHIX KiHLiBKax
(nenkounTOKNACTUYHMI BACKYNIT, PUCYHOK
[Bose e A purpuric lesions in leuk...]). Jlerki npossu cMHapoMy PeliHo
[he532"°%2|CuHapom PeiiHo Ta akpolia...] . Y AeAKMX NaLEHTIB CNOCTEpPiratoTbCA
dHOMA/IbHI peakLii LWKipn HA COHAYHE CBIT/10.

» CyxiCTb BY/IbBM i NiXBW, ANCNAPEYHIS.

* YacTo 3ycTpivatoTbCs BTOMA, PO3J1aAN CHY, Mianrii, apTpanril.
CnocTepiratoTbcs sierki GopmMm apTpuTy.
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* PigKo - roCcTpun NAHKPeATUT [hises °®%|locTpuii naHkpeatut]
iHTepCTULiaNbHNIN HepPUT | HUPKOBMIN KAHAbLEBUI aLMA03,
rnomepynioHedpuT [5:"°%2|Fnomepynonedputn] Ta iIHTEPCTULiaIbHNIA
LUNCTUT [§355e"°%°|BONBOBUIN CUHAPOM CEYOBOT...] .

* MoniHenponaria [f5°**|MoniHenponaTii], MOHOHEBPOMNATIA | CUMNTOMM 3
60ky LIHC 3ycTpivatoTbcsa piako.

* Y nesKkux NauieHTiB HaABHI opraHocneundivyHi ayToiMyHHi
33aXBOPOBAHHA. YacTo 3yCTpivatoTbca ayToiMyHHUI rinotupeos (10%)
[HacTar983] AyToiMyHHUI TUpeoianT] Ta Leniakia (10%) [5: % Ueniakia] . PigKo,
ane MOXYTb BUHNUKHYTWN CYNYTHIN aTPOdiYHNI racTpUT, XPOHIYHNN
AKTUBHUM renatnT [§si 5| AyToimyHHui renatut] abo nepBMHHMI BiniapHUn
UMPO3 [i5sis % |MepBMHHUI biniapHKMi Xoa...] .

* ICHYE MiABULLEHUI PU3NK PO3BUTKY NiIMPOM [£535°°%| Nimdpomu] . Jlimbomy
MO>KHA 3anigo3pu1Ti Npu 36iNblUEHHI Ta YLWiNbHEHHI NPUBYLUHMX 337103
abo 36inbweHHi nimdpaTnyHMX BY3NiB, WO € NiacTaBoto Aaa b6ioncii.
OCKiNbKM NOWNPEHICTb NiMPOM Ha NONYAALINHOMY PiBHi € HU3bKOHO,
NiMPOMM piaKo CNocTepiratoTbCa i B NALLIEHTIB 3 NePBUHHUM CUHAPOMOM
LLlerpeHa, nonpu nigsuieHni pmsuk (6inble, Hix B 40 pasis).

JlabopaTopHi gocniaxeHHA

* PiBeHb LLUOE 3a3Bunyan nigsnweHnit, CPb y HopMi.

* [pu XpOHiYHiN popMi 3aXBOPIOBAHHA MOXJIMBI S1erka aHeMif | HU3bKi
piBHi NenkounTiB (nimdoneHisa) Ta TpombouUnTiB.

* AHTWMHYKN€apHi aHTUTINQ, BUABJIEHI 33 AONOMOIOH0
imyHodtoopecueHuii (ANA), 3ycTpivatoTbca y binblue 80% NauieHTiB, i
6113bK0o 50% € NO3NTUBHUMM 33 POD.

* 3 aHTUHYKNeapHux aHTuTiN (ENA) BUaBNAOTb aHTK-SS-A (70-90%) Ta
aHTK-SS-B (50-70%).

* MoniknoHanbHa rinepramarnobyniHemis (S-Prot-Fr)

* PiBHi kKOMNOHeHTIB KOoMnieMeHTYy C3 i C4 MOXYTb 6YTN HU3bKUMMU.
KpiornobyniHemisa cnoctepiraetbca npnbansHo y 10% nauieHTiB.

* Y 3ara/JIbHOMY aHanisi cevi MoXke CroCTepiraTucs He3Ha4yHa NpoTeiHypis.

* BW3Ha4YeHHS ayTOQHTUTIN Ta iHWI 1abopaTOpPHi AOCNiIA>KEHHSA
[03BOJIAOTb BUABUTM 03HaKMN ByAb-AKOro CynyTHbOro
opraHocneundiyHOro ayToiMyHHOro 3aXBOPHOBAHHS.
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° YCiM nauieHTamMm NpoBOAATb AOCNIAXKEHHA HA NpeaAMeT ueniakii i
BM3HAYeHHA aHTUTUpPeoiaHMX aHTUTIN (ATMO). MpK NO3NTUBHNX
pe3y/sibTaTax nokasaHa 6ioncia ABaHAALATUNANOI KNLLKK abo
BWU3HA4YeHHA piBHIB TTI i T4.

o [1pn NOCTINHOMY MiABULLEHHI piBHIB AJIT i JI®, OKpiM iHWMX
NOKAa3HWUKIB PYHKLLii NeYiHKW, CNifi NnepeBipnTN HASABHICTb aHTUTIN
[0 rNaaKoi MycKyslaTypu i aHTUMITOXOHAPIaNbHUX aHTUTIN (AMA)

o HnpKoBWI KaHaNbLLeBUIN aunaos (KpeaTuHiH, Kanin, KNCIOTHO-
JNIY>KHWUI 6anaHc BeHO3HOI KpoBi, pH ceui)

JiarHocTtunka

» [liarHO3 BCTAHOB/IOIOTb Y CNeLiaNi30BaHOMY BiAAiNI€HHI 33 HAABHOCTI
YOTUPLOX 3 HMXKYEenepeniyeHnxX KpuTepiis. 1o KpUTepIiiB BUK/THOYEHHSA
HanexaTtb nimdoma, BIJ1-iHdekuia, capkoifos i peakuis “TpaHcnnaHTaT
NnpoTu Xa3siHa".

o CnMnToMM 3 BOKY o4eln: cyxicTb oven binbLue 3 micauis, BiaYyTTA
MiCKY Y1 CTOPOHHbOTO TiJ1a B OLi 360 BUKOPUCTaHHSA Kpanesb
“WITY4YHMX cni3” Kisibka pa3iB Ha AeHb

o CnMnTOMM 3 HOKY POTOBOI MOPOXXHMHU: CYXiCTb Yy pPOTi binblue 3
MicALiB, MOCTIMHA NPUNYXiCTb NPUBYLLUHKMX 33103 abo noTpeba
4YaCTOro 3anNMBAHHA PIANHOLO NiA YAC BXXMBAHHA CyXOl IXi

o Od¢TanbMONOriYHI NpoABK: Nia Yac TecTy LUnpmepa cMyxKa
nanepy 3BOJIOXKYETbCA Ha MeHLLe 5 MM 33 5 xBuanH (Wwoao
BMKOHAHHSA TeCTy AMB. [i5a °%2|Cunapom cyxoro oka] ) abo
aHoMasnbHe ¢papbyBaHHA 6eHranbCbKNMM poXeBUM

o Bioncia cMHHMX 33103 HUXXHBLOT rybun: hoKaNbHUI CianoaaeHIT
(maTonoroaHaToM NOBMHEH BM3HAYNTU KiJIbKiCTb OCEpPeAKiB, KA
MOBWMHHA CTAHOBUTKN > 1)

o 3MiHM B CJIMHHMX 33/103aX: 3MEHLIEHHSA CeKpeLil C/INHN Y CTaHi
Cnokoto (010 BUMiIPIOBAHHA AMB. [i52 °%%|KcepocTomis] ),
aHOMaJibHa CTPYKTYpa 3as1031 abo cianoekTasis, BUSBJIEHI 33
ponomoroto Y3/ (cianorpadito abo cunHTurpadito B 4aHNM Yac
NpPOBOAATb PiZIKO).

o AYTOQHTWUTINA: QHTU-SS-A, aHTU-SS-B, aHTUHYKNEapHi aHTUTINA
abo peBmaToiaHM pakTop

» [1na BCTAHOBJIEHHSI OCTAaTOYHOIO AiarHo3y cMHapoMmy LllerpeHa
HeobxigHi 3MiHn y 6ioncii CIMHHMX 33103 a60 NO3UTMBHI aHTUTINIA A0 SS.
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* 33 MOXJIMBOCTI CNiJl YHNKATW iIHBA3NBHUX AiarHOCTUYHNX A0C/IAKEHb

(6ioncisa i cianorpadia C/IMHHMX 33/103).

KniHiYHMW AiarHo3 3a3BMYam MOXXHA BCTAHOBUTM 3@ HAABHOCTI
AYTOQHTUTIN | CMMNTOMIB CyXOCTi, i B TAKOMY BMMNAaAKy HAasIBHICTb BCiX
HeobxigHMX KpuTepiiB He € 0boB'A3koBoto. TecT LLnpmepa
[hes5"°%%|CHapom cyxoro oka] i A4OCNIA>KEHHSA CaniBaLiiy CNOKOI i Npwn
cTumynauii [(252"°%|Kcepoctomial MOXXKHa NPOBeCTM B KabiHeTi nikaps.

KpiM BMLLEBKA3aHNX AiarHOCTUYHUX KPUTEPIIB, Y MALLIEHTIB i3
BTOPUHHUM CMHAPOMOM LLlerpeHa MOXyTb MaTh MicLe AeAKi iHLWi
ayTOIMYHHi 3aXBOPIOBaHHSA, AIK CUCTEMHI (HAaNPWKNaa, peBMATOIAHNN
apTpuT [H5see"°*?|Rheumatoid arthritis], CHB

(12512983 CucTeMHMIN YepBOHMIA BoBYa...] ), TaK i HecneundiuHi (Hanpuknag, PC
[Hesa3°8%2| Poscianmin cknepos (PC)], LYyKpoBWUM aiabeT 1 Tvny

[Hac1ao83| | lykpoBWiA AiabeT: BU3Have...] ).

AndepeHuinHa aiarHocTnka

[HWi NPUYMHN CUHAPOMY CYXOro OKa: BiKOBi 3MiHW, MEHOMAY34, NTiIKapCbKi
3acobu, BeNMKa KisbKiCTb LLIKIPHNX 3aXBOPIOBAHb, afeprii, rinoTupeos

[HLi NPUYMHM CYyXOCTi B POTI: BiKOBi 3MiHW, NliKapCbki 3acobu, MeHonay3a,
NpoMeHeBa Tepania Ha CJINHHI 331031, aHOPEKCisa, Aenpecis, 1abinbHnn

LyKpoBWUM aiabet

* Ha npakTuui BiACYTHICTb QyTOAHTUTIN | HOPMAaJIbHI Pe3y/IbTATH IHLLINX
nabopatopHux gocniaxens (LLUOE, 3aranbHMM aHani3 Kposi,
TpOMbOUNTH, BIAICYTHICTb rinepramarnobyniHemii) y nauieHTa 3i
CKapramu Ha cyxicTb B 04ax i/abo poTi BUKJIHOYAOTb NEPBUHHNN
cMHppom LllerpeHa.

* Y nauieHTiB 3 NpMNYyXaHHAM NPUBYLLHMX 33103, 0C0611MBO
OAHOCTOPOHHIM, CNig po3rNsiHYTNU MOXAMBICTb IgG4-acouinoBaHOro
3axBoOptoBaHHA abo H6akTepiasibHOI iHDeKL;i.

JIiKyBaHHSA

* JlikyBaHHSA CMHAPOMY CYXOro oKa - AMB. [ °®|CHapom cyxoro okal
* JlikyBaHHS CYXOCTi B pOTi — AMB. [He5ie"°®|KcepocTomia]

» [nAa nikyBaHHA CyXOCTi B pOTi 3aCTOCOBYOTb NiJIoKapniH. [1o3a
CTaHOBWUTb 5 Mr YoTMpK pasun Ha aoby. Ane npenapat Mae 6arato
nob6iyHnXx edekTiB i BUTPATN HE KOMMEHCYIOTLCA CTPAXOBUMU
KOMMaHiaAMMN.
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KomeHTap ekcneprta. Jlikapcbkui 3acib nizilokapniH CTaHOM Ha
30.05.2019 B YkpaiHi 3apeecTpoBaHuM nLle Yy NiKapCbKit GopMi
KpanJi O4YHi.

» TinpokcnxnopoxiH (3a3smyan 300 mMr 1 pas Ha A06y) BUKOPUCTOBYIOTb B
nepuy Yyepry ANs NiKyBaHHA JIEFKUX CUCTEMHUX CUMMTOMIB, @ TAKOX
nposnBiB 3 60Ky cyrnobis Ta wWkipn. 1o cxeMun NiKkyBaHHA MOXHa A0A3TH
HW3bKi 1031 NpeaHi3oHy (5-7,5 Mr oavH pa3s Ha foby).

KomeHTap ekcnepta. Jlikapcbkui 3acib npeiHi30H CTAHOM Ha
30.05.2019 B YKkpaiHi 3apeecTpoBaHuM nLle Yy NiKapcbKit GopMi
Ccyno3unTopii pekTasbHi no 100 mr.

* Ba)k4i cMCTEMHI NpOABK 33 MEXAaMMN eHAOKPUHHMNX 33103 NiKYIOTb B
YMOBaAX CrewyianizoBaHol MeANYHOI 4ONOMOIM 33 AOMNOMOTOH0
FIOKOKOPTUKOIAIB | IMyHOCynpecaHTiB (a3aTionpuH, MeTOTPEeKCaT,
LMKIOCNOPUH, MikodpeHonaT i unknodocdamin).

 BionoriyHi npenapaTu He 3aCTOCOBYOTb. B 0cob61MBMX BUNaagkax
NPM3HAYaloTb PUTYKCMMAD.

CnocrepexxeHHA

» Jlerkum i HeycknaaHeHN NepBMHHMIN cMHApPoOM LLlerpeHa: 6e3
perynapHoro KOHTpPoJ1t0 abo KOHTPOJ1b KOXHi 1-2 pOKW B NePBUHHIN
MeaAWYHIN AoNOMO3i

o OCHOBHiI CMMNTOMM i LlinecnpsiMoBaHe KJliHiYHe 06CTeXeHHS,
KOHTPOJ1b apTepiasibHOro TUCKY

o LLIOE, CPB, 3arasibHMI aHani3 KpOBI 3 NiAPAaXyHKOM KiJIbKOCTi
TpoMbouuTiB, KpeaTuHiH, AJIT, 3arasibH1iA aHanis cevi, TTri T4
(mocnipxxeHHa GYHKUIT WMTONOAIOHOT 3371031 KOXHI 2-3 poK#M
npu ATMO)

* 3aXBOPHOBAHHS 3 TAXXKMMWN CMMNTOMaMM abo ycKNaAHEHHAMM:
cnocTtepexeHHa y daxisus

BariTHICTb

* Pu3uK yck1agiHeHb BariTHOCTI (BUKMAEHb, NnepeaYacHi NoJsiorm, HU3bKa
Maca nJjoaa, Npeeks1aMncia) He niaBuLLLeHnn; aHTudocdoniniaHi
AHTUTING BUABNAIOTLCA AYXKE pPigKo.

* Pn3unk BpoAXXeHOi aTpioBEHTPUKYISPHOT 6/10Kaam cepua cknaaae 1-2%
33 HAABHOCTI aHTU-SS-A | 2—4% Npn BUCOKOMY PiBHI aHTM-SS-A i aHTK-SS-
B.
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* AKLLO B OAHIET ANTUHM Byna aTpioBeHTpMKyNApHa 6s10kaaa, pusmk
BUHUKHEHHSA L€l NaTONOril y HACTYNHUX AiTen CTaHOBUTb 16-20%.

* Pu3unK aTpioBEHTPUKYNSAPHOI 6/10KaAM MOXKE 3HU3UTK NMPUIAOM
riApoOKCUXN0POXiHY. [MOYaTOK NiKyBAaHHA HA PAHHIX CTPOKAX BariTHOCTI
06roBopIOIOTH i3 NALLIEHTKOM 3 ypaxyBaHHAM HasABHUX PU3NKIB.

* CnocTtepexxeHHA 3a CTAHOM MaTepi i ANTUHKM NPOBOAATbL K B NOJIIKNiHiLI,
TaK i B LeHTPaNbHiN/yHiBEpCUTELbKIN NiKapHAX

N>xepena iHpopmalii

Ramos-Casals M, Tzioufas AG, Stone JH et al. Treatment of primary Sjogren syndrome: a
systematic review. JAMA 2010;304(4):452-60. [pubnedi0]20664046]

Brito-Zerdn P, Izmirly PM, Ramos-Casals M et al. The clinical spectrum of autoimmune
congenital heart block. Nat Rev Rheumatol 2015;11(5):301-12. [Pubned10|25800217]

Ramos-Casals M, Tzioufas AG, Stone JH et al. Treatment of primary Sjogren syndrome: a
systematic review. JAMA 2010;304(4):452-60. [Pubned10]20664046]

HacTtaHOBM

* HacraHosa 00437. CWUHAPOM PerHO Ta aKpoLiaHO3.
* HacranoBa 00208. [OCTPMM NAaHKpPeaTUT.
* HacrtaHosa 00229. [nomepynoHedppuTn.

* HactaHosa 01005. 5OIbOBNIA CUHAPOM CEYOBOr0 MiXypa (iHTepCTULiINHNIA
LMUCTUT).

* Hacrarvosa 00781. [MoniHenponarii.

* HacranoBa 00512. AyTOIMYHHMI TUPEOIANT.

* Hacranosa 00192. Lleniakis.

* HactanoBa 00217. AyTOIMYHHMW renaTuT.

* HactaHoBa 00218. MepBUHHWI BiniapHK xonaHrit (MBX).
* HacrtaHosa 00329. Jlimdpomu.

* HacraHosa 00809. CUHAPOM CyXOro oKa.

* HacraHosa 00146. KcepocTomis.

* HacraHosa 00456. Rheumatoid arthritis.

* HactaHoBa 00446. CUCTEMHWUI YepBOHWNI BOoBYaK (CYB).

* HactaHoBa 00801. Po3ciaHunn cknepos (PC).
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* HacTaHoBa 00486. LlykpoBui aiabeT: BU3HaYeHHS, audepeHLinHa
AiarHocTmka i knacudoikadis.

306paxkeHHs

* 3o6paxeHHsa 00322. Purpuric lesions in leukocytoclastic vasculitis.

ABTOPM Ta BNIACHMKM aBTOPCbKMX npas: Duodecim Medical Publications
Ltd Raimo Suhonen

ABTOPCbKi MpaBa Ha opuriHanbHi TeKCTN HanexaTb Duodecim Medical Publications, Ltd.
ABTOPCbKi NpaBa Ha A0AaHi KOMeHTapi ekcnepTiB Hanexatb MO3 YkpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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HactaHoBa 00448. lMepBWHHMI cnMHAapoM LllerpeHa

Sjogren's Syndrome keratoconjunctivitis sicca Sjogren’s syndrome Sjogren syndrome Sjogren syndrome
Sjogren Sjogren autoimmune exocrinopathy sicca complex xerophthalmia dry eye disease dry eye syndrome
sicca symptoms SSB-antibody Xerostomia Salivary Glands Schirmer's test
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