bone3Hb( CnHapoMm LLerpena)

npurotosuna goknaa: Meanoea .0, rpynna 2710




OnpepeneHue:

XpoHMyeckoe ayTOMMMYHHOE CUCTeMHOe 3aboneBaHne coeaAnHUTENbHOM TKaHN HEU3BECTHOM 3TNOOMNK,
npoTeKatoLlee C NOpaxXeHMeM xenes BHELIHEN ceKpeuun, rnasHbIM 06pa3oM COHHbIX U CNEe3HbIX, a
TakXXe BOBN€YEHNEM B MaTONOMMYECKNUN NpoLecCc MHOMMX OpPraHoB MU CUCTEM.

PaznunyaioT nepBuuHbIN (40 % cnyyaesB) n BTOPUUHbIA cuHApOM LerpeHa (npu apyrux
3aboneBaHuax, vaule scero rnpu PA)

QMHAPOM Lerpexa

\ Ll L

)




2NMOeMnoNIorng:

CC sBnseTcs BTOPbIM MO pacnpoCTPaHEHHOCTN ayTOMMMYHHbIM peBMAaTUYECKUM
3aboneBaHueM, pacnpoCTPaHEHHOCTb KOTOPOro coctasndeT npmmepHo 1% (amanasoH
0.1-4.8%) v 3aboneBaemMocTb 0kos10 7 Ha 100 000 yenoBeko-seT B rpynne pucka. B
obuwen CNnoXHOCTM A0 4 MUIIMOHOB aMepukaHues nmetoT CC

Mpn anarHoCTMKe y 340p0OBOro B oCtasibHOM YyesioBeka CC knaccuduumpyeTcs Kak
nepsuyHasa CC

XXeHwmnHbl cocTaBnaoT nogasnstowee 60nbWNHCTBO nauneHTos ¢ CC, npun 3ToOM
COOTHOLWEeHMe 3ab60/1eBaeMOCTM XEHLLUMH N MYXUYUH COCTaBAsSIeT NpmMepHo 9:1.
Hauano, Kak npaBuio, HacTtynaeTt Ha 4-M unu 5-M gecatmneTmm xxmsHu, Ho CC MmoxeT
BO3HUKHYTb B J11060M BO3pacTe




CNEe3Hbin Me-
LLIOYEK U Cnea-

I_laTOMOpCt)Onong: HBIE KaHan.l

Ha paHHeM 3Tane B npouecCc BOBJIEKAKOTCH
MesiIkme  NpoTokM  Xenes. [llpyn  passBuTuun
3aboneBaHusa xenesucras TKaHb aTpodupyeTcs
N 3aMellaeTcs CoeaMHUTENbHON. DTO NPUBOAUT K
HapyweHuto @GYHKUMA MNOpPaxXeHHOro opraHa.
Hepeoko pgaxe npu  OTCYTCTBUM  ApPYrux
Bblpa>XXEHHbIX CUMMNTOMOB CUHApoMa LlerpeHa y
NaunmeHToB OTMeYalTCa MpU3HaKM BOCMasneHus
CJTIOHHbIX Xenes.

MOALA3LIYHARA
CNIOHHAA xeneaa

noa4eniocTHas
CMmoHHas xeneaa

OKONOywHan
CNKOHHaN xXenesa




[TpnyumnHbl pa3BnTUA 3aboneBaHUA:

rlpM‘-II/IHbI BO3HWKHOBEHWS NATOSNOMMN B HACTOALLIMA MOMEHT 0 KOHLIA He YyCTaHOBIEHbI.

Hanbonee BepoOSATHOM CUYMTAIOT TEOPMIO O MATONIOMMYECKON peakunMm WMMMYHHOW CUCTEMbI, KOTopas
pa3BMBAETCS B OTBET Ha NoOBpexaeHue KIeTok peTtpoBupycom (repnecom, BUY n ap.). Kak Bupycsl,
TaK M KNETKU 3NUTEeNns, U3MeHeHHble No4 MX BO34eNCTBMEM, BOCNPUHMMAKOTCA MMMYHHOW CUCTEMOM
yenoBeKa Kak 4yyxepogHble. IMMyHHasa cucteMa 3awmuaeT opraHm3M n BolpabaTbiBaeT aHTUTENa. DTO
N NpUBOAMUT K pa3spyLleHnto TKaHen xenesbl. Hepeako cmHapoMm LerpeHa nepepaetcs No HacneacTsy,
BCTpeyaeTcsa y poautenen n geten, y 6nmM3HeLoB.

CnpoBouuMpoBaTb pasBuTMe NAaTONOMMM MOryT cneaywwme daktopbl (Hepeako nx KoMbuHaumn):

e CrpeccoBble cuTyaLuu
e Bupycsl
OpMOHanbHblE N3MEHEHUS




KnnHnyeckmne MPOoABNIEHNA.

KcepodTanbMus (CyxocTb rnas)
- KCepoCcToMM S (CyXOCTb BO PTY)
- 3yA, pasgpakeHus rnas, kepaTuThl

- >anobbl Ha ycTanocTb rnas

- oputemy

- NIIeHKa Ha norne 3peHus

- olyLleHMe NNMKOW CNn3u B rnasax 3a HoYb, TSXKEro OTKPbITh rnasa yTpoMm
- ycranocTtb

- apTpanruu

- apTput

- WHTepcTUUmnanbHbIN UUCTUT

- HesponaTus

- Backynonatuu

- NIMMOMBI

- paK LWMTOBUOHOW Xenesbl

https://link.springer.com/article/10.1007%2Fs1232

5-017-0501-3




KnnHunyeckume MPOABNEHUNA.

CUMNTOMbI NNIErKON MMonaTuu

- cumnToM PertHo (=40 %)

- yBennyeHue numdaTtmdeckunx ysnos (20 %)

- u3MeHeHus B nerkmx (o 20 %)

- peako — numdounTapHas NMHEBMOHWUS, HanMume y3enkoBbiX 06pa3oBaHnii B MHTEPCTULMUM,
nmmdoma)

- M3MeHeHus B noukax (Ao 15 %) : nHTepcTuumanbHbli HedpuUT, KaHanbLeBbIN aunaos,
HedponmTmas

- MNaHKpeaTuT, yBeJIMYeHne NnevyeHn, NepBuUYHbIN BUnnapHbin ULMppO3

- AQYTOMMMYHHbIA TUpeonanT

https://empendium.com/ru/chapter/B33.11.16.10.




KnnHunyeckmne NMPN3HaAKW.

CrloHHbI€ Xernesbl NopaxarTcsi Y Bcex 60MNbHbIX N0 TUMY peunanBupyoLLEero NapeHXMMaTo3Horo
crmanageHuTa (Yalle napoTuta), pexxe cybmakcunnmta B CO4ETaHUUN C CUANOAOXMTOM Y YETBEPTH
GorbHbIX, NN HabnaaeTcs NocTeNeHHoe yBENUYEHNE OKOMOYLUHbLIX/MOAHUKHEYENHOCTHBLIX
CIMIOHHbIX XXenés, KpalHe peaKo MarbIX CITHOHHbIX XEené3 CrM3NCTON NonocTu pTa.

PasnnyHon cteneHun TSKeCcTU CyXOn KOHbIOHKTUBUT/KEPATOKOHBIOHKTUBUT (CHMKEHUE
CnésoBblaerneHns no ctumynuposaHHomMy TecTty Lnpmepa < 10mm/ 3a 5 MyUHYT, AucTpodoms
ANUTENUSA KOHBHOHKTMBLI U porosuubl |-l cTeneHun, HATYaTBLIN KepaTuT, KCePO3 POroBULbI)
NPUCYTCTBYET Y BCceX BOMbHbIX B 3aBUCMMOCTU OT ASIUTENBHOCTU TEYEHUSA 1 ONpeaensieMon ctagum
pa3BuTusa 3aboneBaHns. A3Ba ¢ BO3MOXHON nepdopaunen poroBuLbl SBASIETCS CEPbE3HbBIM
OCINOXHEHNEM TEKYLLero Cyxoro KepaToKOHbIOHKTUBUTA.

Xennur, peungmempyowmnim aTo3HbIN/rpnBKOBbLI CTOMATWT,
Cyxo
¥:
cybaTtpodmyecknin/atpodunyeckmin puHOapUHroNapuHInT ABNAKTCS OCHOBHbIMM
NPOSABNEHNAMM MOPAXEHUI CIIM3NCTOM 0O0M0YKN NOMOCTK pTa.

I'Iopa>|<eH|/|e annuTenuna XXen4veBbiBOOALLINX ﬂyTeVl N KaHalrbLeBOro arinapara no4yek
¢ popmmpoBaHnemM BUNMapHbIX MOPaXKEHUI NEYEHN 1 KaHamnbLEeBOro aumMaosa.
BHexeneaucmbie cucmemMHbie riposerieHus

ApTpanriuy HabdntoaarTCS 0% O0ONbHbIX DeTU OONbHbLIX BCTpeYaeTCcs
peunanBuUPpVIOLLIMA HESPO3UBHbLIA apTPUT, NpenMmMyLLecTBEHHO Mernkux cyctaBoB



aneprammarno6ynMHeMMLIeCKaﬂ nypnypa, asnarowadaca KnMHN4YeCKnm
NMPU3HAKOM J'II/IMCbOLI,I/ITapHOFO BacCKynuTta, 1 KpVIOFJ'IO6yJ'IVIHeMI/I‘-IeCKa‘i-I nypnypa, Kak nposasrieHune
NEeNKoLUNTOKNaCTUYECKOro (HeIZTDOCbI/IJ'IbHOFO, ,D,eCprKTI/IBHOFO) BacCKynuiTa, HabnogatoTea Yy TpETU
OOnbHbIX. |_|pl/l BTOPOM TUMNE BaCKyrnnTa Hepegko o6paayr0TC$| A3Bbl, NPENMYLLIECTBEHHO Ha rofieHsAX,
pexe Ha BEPXHUX KOHEYHOCTAX U CnmM3ncTon obono4vke NosiocTm pTa.

NHTepcTuumanbHbii HebpuT, 3HAUUTENBHO pexe HabngaeTca rmomepynoHedpuT
Me3aHrnonponudepaTnBHoro, MembpaHonponudepaTMBHOro TMna ¢ pa3sBUTUEM B HEKOTOPbIX
cny4vasax He(ppoTU4YecKoro cMHapoma.

MopaxeHne nepudepmnyeckon HePBHOM CUCTEMbI (CEHCOPHas, CEHCOPHO- MOTOPHAasi NONNMHeNnponaTus,
MHOXEeCTBEHHasi MOHOHEBPONaTMsi, MOHOHEBPUT, paanKynoHeBpoOnaTus, TyHHerNnbHas HeBponaTuns
(peako)) HabnogaeTes y TpeTu BOMbHbIX C ANUTENBbHLIM TeY4eHNneM 3aboneBaHns u
reHepanun3oBaHHbIM BaCKyrIMTOM.



HunarHocrtuka:

Lns OuacHoOCMUKU napeHxumMamo3Ho20 cuanadeHuma ucrosb3yrom

cuarnorpaduio OKONMOYLUHOW CIIIOHHOM Xeresbl C OMHUMNakom (o6HapyxeHue nonocten >1 Mm B
AnameTpe XapakTepHo OS89 NapeHXMMaTo3HOro NapoTuTa) GUONCUI0 MasbIX CAOHHBIX XENé3 HUXHEN
ryobl (o6HapyxeHne 100 n 6onee KNeTok B None 3peHns B CpeaHeEM Npu NPOCMOTPE HE MeHee 4-x
MarblX CITHOHHbIX XXené3 ABMseTcs AUarHOCTUYHbIM).

2. Buoncuio yBenMYEHHbIX OKONOYLUHBLIX/MOOHMKHEYEMOCTHBIX CIIIOHHBIX Xeres (C Lernbio ANarHoCTUKN
MALT-numcombl)

3. crmanoMeTpuio (CHKEHNEe CTUMYNMPOBAHHOW CeKpeLuun CritoHbl <2,5 MN/S MUH MCNonb3yroT Ans
0ObeKkTuBM3aLNN CTENEHN KCEPOCTOMUMN)

4. Y3 n MPT cnitoHHbIX Xenes (45151 OLEHKN CTPYKTYpPbl, pa3MepoB U NIoKanu3aunm BHYTPMKENE3NCTbIX

NMMAO0Y3M0B 1 NapeHXnMbI Xenes)




Lns duazHocmuku CyX0ec0 KepamoKOHBbOHKmMuU8uma ucriosib3yrom

TecT LLnpmepa (CHWxeHne cnésoBbigeneHns nocne CTUMynauMmM HawaTblpHbIM cNMpToM MeHee 10

MM 332 5 MWH CBMOETENBLCTBYET O MMNOMYHKLMM CNE3HbIX XXenes)

2.  OKpaluMBaHMWE 3NUTENUSA KOHBIOHKTUBBLI 1 POroBuLbl oroopecLeNHOM U NMNCCAaMUHOBBLIM 3eMeHbIM
(no3BonsieT AguarHOCTUPOBAaTb NOBPEXAEHME SNMUTENUSA KOHBIOHKTUBbLI U POTrOBUILLbI)

3. onpegeneHne CTabunbHOCTM CNE3HOW MIEHKM NO BPEMEHN 00pa30oBaHNs «CyXMX NSATEH» HA poroBuue

(B Hopme cocTasnsieT 6onee 10 cek). Bpems paspbiBa Cre3HOM NEHKN — 3TO BPEMEHHOW UHTepBan

Mexay nocnegHUM MopraHmem 1 NosiBEHMEM NEPBOro «CyxOro NATHa» paspbiBa B CIIE3HON NNEHKE,

okpalueHHoun 0,1% pacTtBopom donitoopecuemnHa



J1abopaTopHble nccnegoBaHus:

JlerikoneHns sBNAETCA XxapakTepHbIM NPU3HAKOM 3aboneBaHns, 4acTo accouMmpoBaHa C BbICOKOM
NMMYHOMNOMMYECKON aKTUBHOCTbLIO U HANN4YMEM aHTUNENKOLMTaPHbIX aHTUTEN B KPOBW.

Bbicokne undpbl COJI BbISBNAOTCH Y NOMOBUHbI 60MBHbIX U, Kak NPaBuio, CBSA3aHbl C AUCNPOTENHEMNYECKUMUI
HapyLueHMaMM (BbICOKMMU Lmdpamm obero 6enka u runeprammarnobynnHemmen). BocnanutenbHbin
xapaktep CO3 MoxeT 6bITb CNeACcTBMEM reHepannM3oBaHHOMO BackynuTa, cepo3uta, passutust mMmmcom nnm
npucoeanHeHnst BTOPUYHON NHADEKLINN.

YBenuyeHnne CPB He xapaktepHo ans BLU. Beicokne undpbl HabnogaTcs TONbKO NPy BbINOTHOM CEpO3nTeE,
rmomepyrnoHedpute, AECTPYKTUBHOM BaCKyIMTe C pa3BUTUEM SI3BEHHO-HEKPOTUYECKMX MOPaXKEHUN,
AeMUENNMHN3NPYIOLLEN HEBPONaTUN N arpecCUBHbIX NMMEOM.

PeBmaTonaHbIvi 1 aHTUHYKNeapHbIi dakTop onpegensatoTtces Y 95-100% 6onbHbix BLU. Beicokue uudpbl PO
XapakTepHbl ANa 60MbHbIX, UMELLNX KPUOrNoBynMHEMUYECKUIA BACKyNIUT U MOPAONOrnyeckme npusHaku
dopmmpoBaHnst MALT-TkaHM B CROHHbIX/CNE3HBIX Xenesax u nerknx. Hanbonee xapakTtepHbIM TUMOM
cBeveHnsa AHO® aBndaeTca kpanyaTbli, pexe BbISIBMSIETCS TOMOreHHbIN U nepudepruyeckmin Tun,
aHTULEHTPOMEPHbIN U KparHe peako BcTpeyvaetca NUMA Tvn cBeyeHus.




AHTuTENna Kk Ro/SS-A n La/SS-B agepHbIM aHTUreHam npy UCnorb30BaHNN MMMYHOEPMEHTHOrO METOAA BbISIBASAOTCS Y
85-100% 60nbHbIX.

OpHoBpemeHHoe obHapyxeHue Ro u La aHTuten Hanbonee cneundundHo ang bLU, Ho Habnogaetca y 40-50% 60rnbHbIX, B
ocCTanbHbIX Criy4asx obHapyxuBarTca Tornbko Ro 1 kpaHe pegko Tonbko La aHTutena. Ro aHTMTena 4yacTo BbISIBMSOTCS Y
6onbHbIX ¢ pa3nuyHbiMu BapuaHTammn CLU (PA, CKB, CC[, IMNBL, XAI), yto 3atpyaHsieT auddepeHumanbHyo QUarHoCcTUKy 1
TpebyeT AOMONMHUTENBHBIX METOAO0B NcCcreqoBaHus. La aHTutena 6onee cneunduydHbl onsi 3aboneBaHus.

KpvornobynuHel BeisiBnatoTca y Tpety 6onbHbIX BLU, n'y 40% 13 Hux onpegensetca Il Tun kpuornobynuHemun (CmeLlaHHas
MOHOKITOHarnbHas KpuornobynmHemums). B otnmume ot 6onbHbIX C KPUOrNOByNMHEMUYECKUM BaCKyfIMTOM, aCCOLMUPOBAHHBIM C
HCV nHdekumen, y 6onbHbix BLL oTcyTcTBYeT cBA3b € BUpycamm renatuTta B u C.

CHuxeHne C4 KOMMNOHEHTa KOMMIeMEHTa SBNSETCA NPOrHOCTUYECKM HEGNAaronpUaTHLIM NPU3HAKOM, BITUSIIOLLMM Ha
BbXXMBaEeMOCTb GOrMbHBIX MPU 3TOM 3ab0neBaHnK, U OTPaXKaeT akTUBHOE TEYEHNE KPMOrMoBYNMHEMMYECKOTO BacKynnuTa, Takke
Kak 1 SIBNSIeTCs NPEAUKTOPOM BO3MOXHOIO pasBMTUs NuMdonponudepaTMBHOro 3aborneBaHus.

MonuknoHanbHas runepraMmmarnobynmHeMms, NPenMyLLLECTBEHHO 3a c4ET yBenuueHus IgG u IgA, pexe IgM, BcTpedaeTcs y
50-60% 6onbHbIX. MOHOKNOHaNbHbIE UMMYHOrNOBYNUHBI, Yalle M knacca, B CbIBOPOTKE KPOBW M UX nerkme Luenu B Moye (6enok
BeHc-[xoHca) BbigBnaoTca y 20% 6onbHbIx BLU. Y 50-60% 60mnbHbIX Npy 0GHapPYXEHUN MOHOKIOHAarbHON cekpeuun
MMMYHOrnoOynuMHoB yaaéTtca anarHoctnposatb HXIJI.



OTeyecTBeHHble KpuTepun anarHo3a(2001 r)

|. Cyxomn kepaTOKOHBIOHKTUBUT

1) cHwkeHne cnesoBblgeneHus no tecty Lnpmepa < 10mMm 3a 5 MyUHYT

2) oKpalmBaHue anuTennsa porosuLbl/KOHBIOHKTMBBI hritoopecuenHoMm (I-1licT.) 3) cHukeHne BpemeHn paspbiBa
npekopHearnbHOW CnésHon nnéHkn < 10 cekyHa

[I. MapeHXMMOTO3HbIN cnanageHnT
1) CnanomeTtpus cTumynupoBaHHas < 2,5 mn 3a 5 muH 2) Crnanorpacdus - o6HapyxeHue nonocten > 1 Mm
BLL ocHoBaHa Ha BbisiBeHUN y 60MbHbIX OQHOBPEMEHHOIO NOpaXKeHWs rnas u

3) OuaroBo-gnddy3Hasa numdorncTnounTapHas MHUNbTpaums B buontatax ManbiX CIOHHbIX xenes ( = 2
¢oKycoB* B 4 MM2)

[ll. JTaBopaTopHble Npu3HakM ayTouMmMyHHoro 3abonesanuna 1) MonoxuntensHolii PO nnu
2) MonoxutensbHbln AH® unu

3) Hanuuune aHTn-SSA/Ro u (unn) aHTn-SSB/La aHTusaepHbIX aHTuTen




KnaccudumkaumoHHbie kputepumn cuHgpoma LLérpeHa (Sjogren’s International Collaborative Clinical Alliance =
SICCA, 2012r)

1. Hannune aHtn-SSA/Ro u (Mnn) aHTn-SSB/La aHTusaepHbix aHTUTeN usu No3nTUBHLIN PO n AHO
2. B buonTate manbIx CAOHHbIX Xene3 — oyarosas nuMmdountapHas nHgpunstpaums (= 1 dokyc B 4 Mm2)

3. Cyxon KepaTOKOHBIOHKTMBUT - = 3 Ganna no LKane okpacku rnasHoro anutenusa nioopecLenHom 1
NINCCaMNHOBBIM 3€NEHBIM* (MCKNIOYUTb aHTUIMAayKOMHbIE fa3Hble Kannu, yrHeTalLwme npogyKumo
BHYTPUrMasHOM XXUAKOCTU, onepaLmm Ha porosuue 1 bnedaponnacTtuky ).

3aboneBaHne MOXeT BbITb KnaccnguumnpoBaHo Kak cuHapom LLErpeHa npy COOTBETCTBMM ABYM U3 TPEX
NYyHKTOB KPUTEPUEB MPU UCKMOYEHMN: 06nyYeHus ronosbl 1 wen, HCV-nHdekunn, BUY-uHdpekumm,
capkongo3sa, amunonaosa, lgG4-ceasanHoro 3abonesaHus, PA, CKB, CC[ n apyrnx ayTouMMYyHHbIX
3aboneBaHui.



JleueHne:

Llenu nevyeHus.

HocTmxeHne KnMHMKo-nabopaTopHon pemmnccun 3aboneBaHus.

Yny4weHne Ka4yecTBa XXM3HN BONbHbIX.

MpenoTBpalleHne pa3BUTUS ONACHbIX AN XU3HU NPosiBNeHW 3aboneBaHns
(reHepanu3oBaHHbIN A3BEHHO-HEKPOTUYECKUI BACKYNUT, THXENbIE NOPaXKEHUSA LEHTParbHON U
nepuepnyeckon HEPBHOW CUCTEMbI, ayTOUMMYHHbIE LUTONeHnn, numdonponugepaTmBHbie
3abonesaHus).

Hedapmakonornyeckme nogxogbl K CyxoMmy CUHAPOMY




1.M36eratb cuTyaumin, yCUNMBaIOLLMX CYyXOCTb CIIU3UCTBIX 0BOMOYEK: CYXOMN UM KOHAMLMOHMPOBAaHHbIN BO3AYX, CUrapeTHbIN ObIM,
CUINbHbIV BETEP, ONUTENbHasA 3pUTenbHas
(ocobeHHO KoMMbloTepHas), peveBas UM NCUXo3MOLMOHanNbHas Harpyska.

2. OrpaHnynTb NPUMMEHEHME NpenapaToB, YCYryonsatoLmx CyXoCTb (ONypeTrKu,
TPULMKIMYECKNE aHTUAENpPeccaHThl, 6eTa-6nokaTopbl, aHTUIMCTAMUHHBIE), Y ONPEOENEHHbIX
pasgpaxatowmx BelecTB (kode, ankororb, HAKOTUH).

3. YacTtoe ynotpebnenne HebOmnbLLMX KONMYECTB BOAbLI UM HE COAEpXKaLlen caxapa
XMAKOCTU obneryaeT CMMNTOMbI CyxOoCTU pTa. [lonesHa BKycoBas U MexaHuyeckas CTUMynsaums
canvBaumMmM C UCMONb30BaHMEM XeBaTeNbHOW Pe3nHKN 1 negeHuoB 6e3 caxapa.

4. CkpynynesHasi rurieHa nonocTu pTa, UCnornb3oBaHve 3yOHOM nacTbl U

oronackvsarerne

o

C pTopyaamu, TwaTenbHbIN yxoa 3a 3yOHLIMU NpoTe3amu, perynsipHoe nocelleHme cToMarorora 06s3aTenbHO ¢ NPoUNakTUYECKoN Lenbio OTHOC

nepmnogoHTUTa.

5. TepaneBqueCKme KOHTAKTHbI€ JTIMH3bl MOTYT CIYyXUTb OOMNOSTHUTESNbHON

nportekune

W

annTenna porosnubl, 04HaKOo, UX HOLLEeHWEe OO0JIKHO CONnpoBOXOaTbCA aAeKBaTHbIM yYBIaXXHEHNEM U ﬂpOd)MﬂaKTMHeCKOVI WHCTUNNAUMEN aHTUONQTUE

6. MpuMeHeHMe TOYEHHOW OKKIMIO3MN BXOOHbLIX OTBEPCTUIA HOCOCIIE3HOMO KaHana: BPEMEHHOM (CUINTMKOHOBbLIE NN KOMareHoBble
NpobkM) Nnn vaile NnepMaHeHTHON (NPUXUraHue UM XMpypruieckoe BMeLIaTenbCTBO).



1. Ona neyeHus XeneaucTbix NPOSIBIEHNIA UCNOMb3YIOT NTOKarnbHY TEpanuio Cyxoro cMHApoma (YBnaxHsLWme 3aMecTmuTenu,
UMMYyHOMOZYNMpYoLLMe npenapaTtbl),CTUMYNSTOPbI SHAOMEHHOW CEKPELMU CIHOHHbBIX M CNe3HbIX xenes. [Ans ynyJleHns

canvBaumm 1 Teparnmm Cyxoro KepaToKOHbIOHKTMBUTA BO3MOXHO NPUMEHEHME NpenapaToB CUCTEMHOIO AencTBus (Manble Ao3bl MK
n nenkepaHa, putykcumad (PTM)

2.[0ns 3amelleHns obbeMa cresbl naumMeHTam crnenyet 3-4 1 > pas B AeHb UCMNOb30BaTb NCKYCCTBEHHbIE CNE3bl, COAepKallme
0,1-0,4% rmnanypoHat HaTtpus, 0,5-1% rugpokcunponunmeTtunuenmonosy, 0,5-1% kapbokcumetunuenntonoay, 0,1-3% gekctpaH
70. MNpn HeobXoQMMOCTH MHTEPBaN MeXay 3akarnbiBaHNEM cre3 MOXeT ObiTb cokpalleH go 1 vaca. MNMpenapatbl 6e3 KOHCEpPBaAHTOB
No3BONAOT N3bexaTb pasgpaxeHus rmas. [ns nponoHrMpoBaHus adbdekTa BO3MOXKHO UCMONb30BaHWE NpenapaTos
NCKYCCTBEHHOM crie3bl 6onbluer BA3KOCTU. Takue npenaparbl ny4lle NPUMEHATb Ha HOYb M3-3a BO3HMKHOBEHMSA adhdbekTa
NMOMYTHEHUSI 3pEHUS.

3. [nasHble Kannun Ha ocHoBe CbIBOPOTKM KPOBU NPUMEHUMbI ANnA NaunmeHToB C HeNepeHOCUMOCTbHO MCKYCCTBEHHbIX Cle3 Uin
TAXeNbIM, PE3UCTEHTHbIM K JIEHEeHUIK CYyXUM KePaTOKOHBIOHKTUBUTOM. O6s3aTenbHO yepenoBsaHue C aHTVI6aKTepVIaJ'IbeIMVI
Kannamm

4. Wcnonb3oBaHue npenapaToB-3aMeHuTenen CrtoHbl Ha OCHOBE MyLMHA U KapOOKCUMETUILENTHON03bl BOCTIONHSET eé
cMa3blBaloLLne 1 yBraxHsowme dyHKLMM, 0cOBEeHHO BO BPEMS HOYHOIO CHa

5. YunTbiBasi BbICOKYIO YaCTOTY pa3BUTUSI KAHAMOO03HOM MHAEKLMM NPU HAMMYMK CYXOro CUMHAPOMA, NokasaHo foKansHoe U
CMUCTEMHOE NPOTUBOrPUGKOBOE NeveHne (HUCTaTUH, KNoTpK1Masor, dlykoHason)

6. Y naumeHToB CO 3HAYUTENbHbLIM yBennmyeHmnem OKOJOoYLUHbIX,

MOAHWXHEYENHOCTHBIX CIIOHHBIX U CNE3HbIX Xenés, peunaMBmpYIoLLIMM XapaKTepoM NapeHXMMaTo3HOro cuanoageHuTa
MPOTMBOMOKa3aHa UX peHTreHoTepanusi BBUOY 3HAYMTENbHOMO HapaCcTaHUsi CyXOCTU U YBENUYEHNS pUCka pasBuTUs IMMEOM



7.0Opranbmonoruyeckas amynbcus LinknocnopuHa A (Restasis) pekomeHayeTcs aAns fiedeHns cyxoro
KepaTOKOHbIOHKTMBUTA. CuMTaeTcs onTuManbHbiM HasHavdeHne 0,05% rnasHblx Kanenb ABa pasa B AeHb B
TeyeHue 6-12 mec. (B).

8. IlokanbHoe npumeHeHue HIBI1 (0,1% wHoometauuH, 0,1% guvknogeHak) ymeHblIaeT AUCKOMGOPTHbIE
oulyuleHns B rnasax, O4HaKo, MOXeT NpoBOLUMpoBaTh nospexaeHnsa porosuubl (C).

9. NMpremnembiM cumTaeTcs nokansHoe npumMmeHeHue 'K KopoTkumu Kypcamm (4o OBYX Hefdenb) npu
060CTpeHnmn cyxoro kepaTtokoHbloHKkTUBUTA. (C). NoTeHumanbHble N060YHbIE 3h(PEKTHI, MOBbILEHME
BHYTPUIMa3HOro AaBneHns, pa3sBuTe KaTapakTbl, OrpaHNYMBaoT ANUTENbHOCTL NpuMmeHeHns K. Ans
nokanbHOro npuMeHeHuns nyyuwe nogxoaat JlotenpegHon (Lotemax) n PumekconoH (Vexol), He
obnagatowme TUNNYHLIMKM NOBOYHBLIMK 3chdhekTamu.




10.0n4a cTMMynsaumm ocTaToOMHOW CEKpeLMn CNIOHHBIX U CIIe3HbIX XXenes3 CUCTEMHO NMPUMEHAIOTCH arOHUCTbI
M1 n M3 myckapnHOBbIX peLenTopoB: nunokapnuH (Salagen) 5 mr 4 pasa B AeHb unu uesmmenuH (Evoxac)
30 mr 3 pasa B €eHb.

11. mnkBapo3os, aroHNCT NypuHOBbIX P2Y2 peLentopos, CTUMYIMPYET HEXENE3UCTYI0 CEKPeL Mo BOOHOrO,
MYLIMHOBOIO M NUNNOHOIO KOMMOHEHTa Crne3Hon nneHkn. Ncnonb3yetca nokansHo 2% pacTeop..

12. 2% odTanbMonornyeckasi aMmynbcus pedammnunga, NoBbILIAKLLETO KONMYECTBO MYLMHOMNOLOOHbIX
BELLIECTB W1 CME3HOM XUAKOCTH, YNy4LLAEeT NOBPEXAEHNSA POroBuLIbl U KOHBIOHKTUBBI.. [lepopanbHbIi Npuem
pebamunuaa (MykoreH) no 100 mr 3 pasa B A€Hb ynyylwaeT CMMNTOMbI CyXOCTW pTa.

13. ObrneryeHne cyxoCTn BEPXHUX OblXaTeNbHbIX NYTEN (PUHUT, CUHYCUT, NAPUHIUT,OPOHXUT) JOCTUraeTCs
npv npneme 6pOMrekCuHa unu aueTUnUMCTENHa B TepaneBTUYECKNX JO3aX.

14. Mpwn gucnapeyHumn, obycrnoBneHHON HegoCcTaToOuHON Nybpukaumen, TOMMMO MECTHOIO MCMNOSb30BaHNE
nybpuKaHTOB, B NOCTMEHOMNay3arbHOM nepuoae NokasaHo flokarbHOEe N CUCTEMHOE NPUMEHEHUe
3CTPOreHoB




JleyeHne BHeXXene3ncTblX nposaneHmF/’l:

[nsa nevyeHnsa cucTeMHbIX BHeXeneauncTbix nposasneHus BLU ncnoneaytotca MK, ankunupytowime umtoctatnyeckme
(nevikepaH, ynknodocdaH), buonorudeckme (putykcumab) npenapatbl.

- cycTaBHOM cuMHAPOM, HasHa4vaT 'K B Marnbix Jo3ax

- NpW 3HAYNTENBHOM YBENUYEHUN BONbLUNX CIIOHHBIX Xenés (Mocne UCKIYeHns

- nMMdoMbl), AN dY3HON MHPUNLTPALUN MarnbIX CIOHHBLIX Xeré3, OTCYTCTBUN NPU3HAKOB TSHXKEMbIX
CUCTEMHbIX MPOSABMEHWIA, YMEPEHHBIX U 3HAYMTENbHbLIX CABUrax nokasarenen nabopatopHoOn akTUBHOCTU
HeobxooMmo HasHaveHne manbix o3 'K B couetaHun ¢ nenkepaHom 2-4 Mr/cyT B TedeHue roga, 3atem 6-14
Mr/He4ento B TEYEHNE HECKONbKUX NeT

- lpwn neyennn Backynuta (KpMornobynmHeEMmNYECKUin rmomepyrnoHeddpuT, nopaxkeHne nepmdepnuyecKkon m
LEeHTpanbHON HEPBHOW CUCTEMBI, peLManBupytoLas nypnypa u S3BeHHO-HEKPOTUYECKOE NOPaKEHNE KOXM)
Ha3Ha4daeTcs umknodocdaH. B kombruHaumm ¢ mansimu gosamum 'K uuknodocdaH

- BHyTpMBEHHbLIN UMMYHOINOBYNNH NPUMEHSIETCA B NIEYEHNN arpaHynoumTo3a, ayTOMMMYHHOM
TpoMboumToneHNN, remonuTmdeckon aHemum npu bLU, a Takke y oTaenbHbIX GOMNbHBIX C BbIPaXK€HHOW

CEHCOPHOM HenponaTtnen Npu pe3ancTeEHTHOCTU K Tepannm



MHTeHcnBHaA Tepanna:

(nynbc-Tepanus 'K, komBuHmMpoBaHHas nynbc-Tepanus 'K n ymuknodgocdaHom, apdepeHTHbIE MeTOAbI
Tepanuu - kpuoadepes, nnasmadepes, ABoNHaA punsTpaunsa nna3mMbl B COMETAHUN C KOMOUMHMPOBAHHOM
nyrbc-Tepanuen) SOMKHa UCMoNb30BaTbCA NPU TAXENbIX U YrPOXKaKOLWMX XMU3HU nposierieHnsix bLU ¢ uenbto
KynupoBaHUS BbICOKOM MMMYHOBOCMaNUTENbHOM akTUBHOCTU, U3BMEHEHUSA XapakTepa TeYEeHNS 1 yrydlleHns
nporHo3a 3abonesaHus

NOKa3aHU4A:

BbIMOTHOW CEPO3nNT

TSOKEnNble NlekapCTBEHHbIE anreprnyeckne peaxkuum

ayTOMMMYHHas reMonuTnyeckasi aHeMmsi 1 TPOMOOLMTONEHNS

npy HanNM4MM NPOTMBOMNOKAa3aHWM ANA NPoBeAEHNS KOMOMHMPOBAHHOW MynbC-Tepanuun.

Mynbc-Tepanus NO3BOMSIET CHU3UTL 403y NepoparnbHbIX MK 1 yMEHbLNTL YacTOTy UX MOBGOYHbLIX NPOSIBIIEHWIA



lMpumeHeHue 2eHHO-UH)XeHepPHbIX 6U0I02UYeCKUX Npenapamoes

MpmeHeHne aHTN-B kneTouyHon Tepanumn putykcumabom (PTM) no3BonsieT KOHTPONMpOBaTb CUCTEMHbIE
BHexene3ncTtble npossreHna bl n ymeHblwaTb oyHKUMOHANBbHYHO Xene3ncTyo HegoctatoyHoCTb. PTM
ynyJwaet KnnHudeckoe TeveHne bl 6e3 yBennyeHus 4actotbl NO60YHbLIX 3G EKTOB




OcnoxHeHua:

K OCHOBHbIM 0OCNOXHeHuUsaM cuHgpoMa LlerpeHa
OTHOCAT:

e BackynuT - BOCnanuTenbHble NpoLuecchl B
cocypax

e  OHkonornyeckme 3abonesaHus (B TOM ynucne
MM OMBbI)
YrHeTeHme npoLeccoB KpoOBETBOPEHUS
BTOopuYHbIe MHPeKLMN




MOHUTOPUHI 6obHbIX € cnHapomMoM LlerpenHa

B cBS3M C MOBbIWEHHbIM PUCKOM Pa3BUTUSA HEXOOXKKUHCKON NUMEPOMbI Y 60NbHbIX cnHApoMoMm LLerpeHa
cneagyeT NpoOBOAUTbL PerynisipHble OCMOTPbI AaHHOM rpynnbl NnauneHToB (1 pa3 B 3 Mecsua), a Takxke
nabopatopHble nccrnenoBaHus (6enku nnasMbl KPOBU C aKLEHTOM HA MOHOKJ/IOHaNbHbIN 6e10K).
MpenBeCcTHMKaAMM 3/10KaYECTBEHHOM NMM@OMbI ABAAIOTCA Nypnypa CTOMKOE WU peunanBupytowlee
yBeNMYeHNEe CAKHHbIX Xenes n nMMdaTnyeckmx y3noB, MOHOK/IOHaIbHas raMManaTtusi, KpnornobynmHemus,

+
KoHueHTpaunn C3 n/mnm C4 cucteMbl KOMMJEMEHTA B Na3Me, YMeHbLeHMe yncna numdpountos CD4  nu

+ - y
oTHoweHusa numdoumnto CD4  /CD4 B nepudepunyeckon Kposu. MNMoaTeepxxaeHneM gmarHosa

3N10Ka4YeCcTBeHHOM NTMMMDOMbI SSBNSAETCS UMMYHOMMCTOXMMUYECKOE nccneaoBaHne 6MoncMpoBaHHOM CAHOHHOM
Xenesbl Un buontata nnMdaTUYecKoro ysna.




HunddepeHumanbHaa oMarHoCcTUKa:

Hanbonee yacTo B peBMaTonormyeckon npaktmke Heobxoammo npoBoanTb AuddepeHLnanbHy0 ANarHoOCTUKY
mvexay bW v CLU B covetanum ¢ PA, CC[], CKB, ayTOUMMYyHHbIM renaTtmtom, NnepBuUYHbIM BUnmnapHbIM LMPPO3OM
neveHu.

Momumo BLU cyxocTb rnas 1 nonocTu pta MoXeT ObITb criegcTBUEM MHOMMX NpudnH. Cyxocms ena3
1) CTPYKTYpHbIE€ HapyLUEHWsI CIE3HOW NIEHKN

- 0edmunT BOAHOIO Crost (CyXon KepaTOKOHBbIOHKTUBUT)

- AeonumnT MyumuHa (rmnoBuTamMmHos A, nemduryc, Xxummyeckme oxoru, cuHapom CtuseHa- [xoHca)
- ednunT Xnposoro cros (bnedapuT)

2) poroBuyHas anuTtenuonaTtusa (nopaxeHune V yepenHoro HepBa, HOLWEHNE KOHTAKTHbIX NMMH3) 3) AUCHYHKUMS BEK




Hecbuyum cnésa
1. 3aboneBaHns crnésHbix xenés MepBuyHble

- BPOXAEHHAsA anakpumumsi

- NprMobpeTeHHas anakpumms

- NepBUYHOE 3aboneBaHne CNE3HbIX XEenés

BTopuyHble - capkomaos

-BlYy

- peakuus TpaHcnnaHTaT NPOTUB X03sIMHa - KcepodTanbmMust

2. CnésHas obcTpyKums

- Tpaxoma

- o(hTanbmonoruyeckas pyouosas nysbipyaTka - cuHapom CtuBeHa-[>KoHca
- OXOru

3. PedbniekTopHble HapyLLUEHUSs - HEMPONAaTUYECKUIA KepaTuT

- KOHTaKTHbI€ JINH3bI




Cyxocmb pma

JlekapcTBeHHbIe NpenapaTbl (AUMYPETUKN,
TPaHKBUNN3ATOPbI, CEAATUBHbIE, aHTUXONMHEPIMYECKME, aHTUTMCTAMUHHbIE)

McuxoreHHble hakTopbl (TPEBOXHOE COCTOSIHUE, Aenpeccus)

CucteMHble 3aboneBaHus (capkonaos, Ty6epkynés, amunongos, caxapHoli guaber,
naHkpeatuT, IgG4 cknepo3upyroLWuin cnanoageHuT, TIMMGOMbI)

Herngpataums

BupycHble nHpekumm

aHTuaenpeccaHTbl,
HENPONENTUKN,

Annasusa unu HegopasBUTUE CIIOHHbIX enés (pegko) ObnyveHne
MocTmeHonaysa

BenkoBoe ronogaHue




YBenuyeHue CrtoHHbIX U/UNn CNE3HbIX XKenes, xapakTepHoe AN MHOrMX 3aboneBaHnii, BXOAALWMX B Kpyr audpdepeHumansHom
anarHoctukmn BLU, moxeT OblTb 0QHO- N ABYXCTOPOHHUM.

[ByXCTOpOHHee:
BakTepuanbHbIN/BUPYCHBIN AaKpNOaaeHNT
IpaHynemaTto3Hble nopaxeHus (TybGepkynes, capkonaos )
JInmdponponudepatreHblie 3aboneBaHms

Manonatuyeckoe BocnanutenbHoe 3abonesaHne opouTbl

Hob6pokayecTtBeHHas numdoungHas rmnepnnasusa (MALT-gakpuoageHut) IgG4-cesisaHHble 3aboneBaHus (IgG4-cBA3aHHbIN
NceBAOTYMOP OpOUT 1 CKNepo3upyto- LKA OaKpUoaaeHuT)

MMcTrmoumnTo3bl (OBEHUNbHAsH KCaHTOrpaHynéma, peTukynorncTMoumnTos )

OpHocTopoHHEEe

BakTepuanbHbIN/BUPYCHBIN AaKpNOageHnT

JInmdonponudepatmeHbie 3aboneBaHns ¢ NOpaXXeHWeM CrE3HbIX xenéa MNepBuYHbIe OMyXonu:
AnutenuanbHble (ageHoma, ageHokapLumMHoMa)

CwmellaHHble (aHrMoma, MenaHoma)



