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[BU>XKeHMe - XU3Hb !

bosie3ns lllerpena

OHpe,ZleJleHI/Ie, IIPpUHOUIIBI ANATHOCTUKH

BonesHb WérpeHa (BLU) — cnctemHoe 3aboneBaHne HeM3BECTHOM 3TUONOMUM,
XapaKTepHOM YepTon KOTOPOro ABNAETCA XPOHUYECKUIN ayTOMMMYHHbIM NpoLecc B
CEeKPEeTUPYIOLLMX SMUTENINANbHbIX Kefe3ax C pasBUTMeM NapeHXMMaTo3HOro cManageHuTa ¢
KCepocTomumei (BocnaseHne CIOHHbIX ¥Kenes3) U CyXoro KepaTOKOHBIOHKTMBUTA (CYXOCTb Fnas).

CuHgpom LWérpeHa (CLU) — aHanornyHoe 6onesHu LLErpeHa nopakeHne CAOHHbIX U
CNE3HbIX }Kenés, passueatoweeca y 5-25% 601bHbIX C cUCTEMHbIMK 3a60N1EeBAHUAMM
COeaMHUTENbHOW TKAHU, Yale peBMaTOUAHbIM apTPUTOM, ¥ 50-75% H60bHbIX C XPOHUYECKMMMU
ayTOMMMYHHbBIMW MOPAXKEHUAMM NEYEHU (XPOHMUYECKUA QYyTOMMMYHHbBIM FeNaTUT, NEPBUYHbIN
OUANAPHDBIN LMPPO3 NEYEHN) U PEXKe NPU APYTUX aYTOMMMYHHbIX 3aboneBaHUAX.

JlnarHoctuka

e C/toHHbIe »Kenesbl NoparkatoTca y Bcex 6onbHbIXx. Habntogaetcs nocteneHHoe
yBe/IMYeHne OKONOYLWHbIX/MOAHUKHEYENIOCTHBIX CIIOHHbIX KENE3, KpaliHe peaKo
MasbIX C/IIOHHBIX }KeNé3 CIM3UCTOM NOOCTU PTa.

e Pa3nnyHOM CTEMEHM TAXKECTU CHUXKEHME CIE30BbIAENEHMA NPUCYTCTBYET Y BCeX 60/IbHbIX
B 3aBUCMMOCTM OT A/IMTE/IbHOCTU TEYEHUA U ONpeaensieMoi CTagnum pasBuUTUs
3aboneBaHuA. A3Ba Ha POroBULLE ABAAETCA CEPbE3HBIM OC/IOMKHEHMEM TEKYLLETO
«CyXOro rnasa».

e «3aepa» B yriax pTa, NOBTOPSAIOLWMNIACA CTOMATUT, CYXON aTPOPUUECKUIA PUHUT,
NAPUHIUT, GapUHTUT ABAAOTCA OCHOBHLIMW MPOABAEHUAMMU NOPAKEHUM CIU3UCTOM
060104KM NonocTM pTa.

e [lopakeHue aNUTeNna XenuyeBblBOAALLMX NyTEN U KaHANbLEB NOYEK.

KpOMe I[IoOpaKeHHA »KeJIe3UCTOM TKaHU BO3MOXKHa Apyrad CoOnnyTCTByrad
[MaToOJIOTHUSl.

e bonu B cycTaBax M BOCNaNEeHUE CyCTABOB.

e BbiCbiNnaHMA Ha KoXe.

e [lopakeHune noyek.

e [lopaxeHue nepndepmnyeckon HepBHOM CUCTEMbI

[l AUarHoCTUKU NapeHXMMaTO3HOI0 chaJiaJieHuTa(BocnaleHUs CIFOHHBIX
»KeJsie3) UCIOJIb3YIOT:
e cuanorpaduio OKONIOYLLHOM CNHOHHOM Kenesbl (0bHapy:keHune nonocten >1 mm B
ANAMETPE XapaKTEPHO A/1A NAPEHXMMATO3HOTO NAapoTUTA);
e  OMONCUIO MANbIX CIHOHHbBIX KENE3 HUKHEN rybbl;
e HMONCUIO0 YBENNYEHHBIX OKONOYLIHbIX/NOAHUKHEYENOCTHBIX CIIOHHDBIX XKenes;
®  CMANIOMETPUIO (CHUKEHUE CTUMY/IMPOBAHHOM CEKPELMU CAOHbI <2,5 Ma/5 MUH);
e Y3 1 MPT cntoHHbIX Xenes (a8 OLEeHKN CTPYKTYPbI, Pa3MepoB U IOKan3aumum
BHYTPUMKENE3NUCTBIX NMMGOY310B U MAPEHXUMbI XKenes).
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JlJ1s1 AUAarHOCTHUKM CyXOro IJa3a (KepaTOKOH'bIOHKTUBUTA) 0P TaIbMOJIOTH
MCII0JIb3YIOT TECThI:

TecT LUnpmepa (CHUKeHMe cné3oBblAeNeHNs Nocae CTUMYIALUN HALWATbIPHBIM CMIMPTOM
meHee 10 MM 3a 5 MUH CBMAETENLCTBYET O TMNOPYHKLUUN CNE3HBIX XKenes);
OKpalLMBaHWNE INUTENUA KOHBIOHKTUBbI M POroBuULLbl GAHOOPECLENHOM U
JIMCCaMUHOBbIM 3€/1eHbIM (MO3BONAET AMArHOCTMPOBATb NOBPEXKAEHNE INUTENNS
KOHbIOHKTMBbI M POrOBULLbI);

onpeaeneHne CTabuabHOCTM CIE3HOMN NIEHKM NO BPEMEHN 06pa3oBaHMA KCyXUX MNATEHY
Ha porosuLe (B Hopme cocTaBnseT 6onee 10 ceK). Bpema paspbiBa CNe3HOM NAEHKN —
3TO BPEMEHHOW MHTEPBAN MeXAy NOCAeAHUM MOPraHMEM U NOSABIEHUEM NEPBOTO
«CYXOro nsTHa» pa3pbiBa B CIE3HON NNAEHKe, oKpaweHHon 0,1% pacTBopom
dnoopecuenHa;

JlabopaTopHbIe UcceJ0BaHus

JlelikoneHuns ABNAETCA XapaKTepHbIM NPU3HAKOM 3ab60s1eBaHMNsA, YacTo acCOLMMPOBaAHa C
BbICOKOM MMMYHOJIOTMYECKOM aKTUBHOCTBIO M HAIMYMEM aHTUNENKOLMUTAPHbIX AHTUTEN
B KpOBMW.

Bbicokme undpbl COI BbIABAAKOTCA Y NONOBUHbI 6ONbHBIX U, KAaK NPaBMIO, CBA3AHbI C
OMCNPOTEMHEMUYECKMMUN HAPYLLEHMAMM (BbICOKMMU Lndpamm obero 6enka m
runeprammarnobynnmHemment). BocnanmtenbHbiit xapaktep CO3 moxeT bbiTb
CneacTBMeM reHepasiM30BaHHOIO BAacKyaMTa, CEPO3UTa, PA3BUTUA IMMGOM UK
npucoeguHeHNsa BTOPUYHON MHDEKLUN.

YBennuyeHue CPb He xapakTepHo ana bLU. Bbicokune umdpol HabatogatoTca ToNbKO npu
npucoeguHeHNN CONyTCTBYHOLWMX CUCTEMHbBIX MOPAXKEHUM BHYTPEHHUX OPraHOB U
6aKTepManbHOM MHPEKLNMN.

PeBmaToMaHbIN M aHTUHYKIeapHbI dakTop onpeaensatoTca y 95-100% 6onbHbIX BLL.
AHTUTeNa K Ro/SS-A u La/SS-B agepHbIM aHTUreHaM Mpu UCMOb30BaHMM
MMMYHObEpPMEHTHOrO MeToaa BbiABAATCA Y 85-100% H60NbHbIX.

AnarHoctrka bLL ocHoBaHa Ha BbisiBAEHUWN Y 6ONbHbIX O4HOBPEMEHHOIO NOPAXKEHUA TNA3 U
CNIIOHHbIX }KeNés, a TakKe NabopaTopHbIX NPU3HAKOB ayTOMMMYHHOTO 3ab6os1eBaHuUsA
(peBMaTOMAHbLIN/aHTUHYKNEapHbIN paKTop, aHTUTeNa K Ro/La aaepHbIM aHTUreHam).

JleyeHue

JleyeHne nposoAnNTCA B 3aBUCUMOCTU OT HaIMYNA KeNeE3SNUCTbIX U BHEKENESUCTbIX

NpoABAEHUN, U UMMYHOBOCNAANTEIbHOM aKTUBHOCTM 3ab601eBaHUA.

Llesiu JieyeHUA

JocTuxeHne KAMHNKO-NabopaTopHOMN peMmnccum 3aboneBaHms.

YnyyweHne KayecTsa XU3HU BONbHbIX.

MpepoTBpalLeHne pa3BUTMA ONACHBIX A/1A XKM3HU NPOoABAEHUI 3aboneBaHmMA
(reHepann30BaHHbIN A3BEHHO-HEKPOTUYECKUI BACKYIUT, TAXKENDbIE NMOPaAKEHUA
LEeHTPanbHOM 1 nepudepmnyecKkoit HePBHOW CUCTEMbI, ayTOMMMYHHbIE LUTOMNEHUN,
nvmoonponndepatmBHble 3a601eBaHUA).
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Hedapmakosiornueckue noaxo/ibl K Cyxomy cuszipomy (D).

e l36eraTb cUTyauMi, YCUNMBAIOLLMX CYXOCTb CIM3UCTbIX 060I0YEK: CyXOh Man
KOHAMUMOHUPOBAHHbIM BO3AYX, CUrapeTHbIN AblM, CUbHbIA BETEP, ANINTE/IbHAN
3puTenbHan (0cobeHHO KOMMbIOTEPHASA), peyeBan UAN NCUXOIMOLMOHAIbHAA HarpysKa.

e  OrpaHW4YMTb NPUMEHEeHMe NpenapaTos, yCyrybnatowmx cyxocTb (4MypeTrKn,
TPULMKANYECKNE aHTUAENPeCcCaHTbl, 6eTa-610KaTopbl, aHTUTMCTAMUHHbBIE), U
onpeaeneHHbIX pasgparkatowmx Bewects (Kode, ankoronb, HUKOTUH).

e Yacroe ynotpebneHune He6ONbLLIMX KONMYECTB BOAbI UM HE COAEpPrKallel caxapa
XKMAKOCTN obaeryaeT CMMNTOMbI CyXOCTHM pTa. Mone3Ha BKYcoBan M MexaHU4YecKas
CTUMYNALMA CaMBaLMM C UCNONb30BAHNEM ¥KeBaTe/IbHOW PE3UHKU U NeaeHLoB 6e3
caxapa.

e CKpynynesHasa rmrmeHa nonocTu pTa, UCNoAb30BaHWe 3yOHOM NacTbl U OnoJlackMBaTenem
¢ pTopmaamm, TwaTeNbHbIM yXoa4 3a 3yObHbIMM NpoTe3aMu, perynapHoe nocellieHune
cTomaTtosiora 06a3ateNbHO ¢ NPOPUNAKTUHECKON LEeNbl0 OTHOCUTENBHO
NPOrpeccupyroLLEro KapMeca U NepuooHTUTa.

e TepaneBTUYECKNE KOHTAKTHbIE INH3bl MOTYT C/IYXKUTb A0MNONHUTE/IbHOM NPOTEKLMNEN
3MUTENNA POrOBULLbI, OAHAKO, UX HOLLIEHUE A0NKHO CONPOBOXKAATLCA aAeKBaTHbIM
yBJIaXXHEHNEM N NPODUNAKTUYECKON UHCTUANALMEN aHTUONOTUKOB.

e [IpyMmeHeHMe TOYEYHOW OKK/IH03MM BXOAHbIX OTBEPCTUIA HOCOCNE3HOMo KaHana:
BPEMEHHOM (CMIMKOHOBbIE UM KONNAreHoBble NPOOKKN) MM Yalle NepMaHeHTHOM
(MpuMKMraHMe Unn XxMpypruyeckoe BMeLLaTeNbCTBO).

JledeHue xene3UCThIX posiBjaeHr M BIII.

e N5 NeYeHnA KeNe3nCTbIX NPOABAEHUIA UCNO/b3YHOT IOKA/IbHYIO TEPAMNUIO CyXOro
CUHAPOMaA (YBNAXKHAIOLWME 3aMeCTUTENIU, UMMYHOMOAYNPYIOLWME NpenapaThbl),
CTUMYNATOPbI SHAOTEHHOMN CEKPELMM CNIOHHDBIX U CNE3HbIX XKenes.

e [1nA ynyyleHWA canmBaLMm U Tepanmm CyXoro KepaTOKOHbIOHKTUBUTA BO3MOXKHO
NPUMEHEHWE NPenapaToB CUCTEMHOIO AeNcTBUA (Manble fo3bl MK n neikepaHa (C),
pUTYKCUMab (PTM).

e [1nA 3amelleHna obbema cnesbl naumeHTam cneayet 3-4 U > pa3 B AeHb UCMONb30BaTb
WCKYCCTBEHHble cnesbl, cogepawme 0,1-0,4% rnanypoHat HaTpuma, 0,5-1%
rmapokcunponuametTuauenntonosy, 0,5-1% kapbokcumeTtnnuenntonosy, 0,1-3%
AekctpaH 70. MNpn HeobXo4MMOCTM MHTEPBA MEXKAY 3aKanblBAHUEM C/1€3 MOXKET bbITb
cokpaueH o 1 yaca. MpenapaTtbl 6€3 KOHCEPBAHTOB MNO3BOAAIOT N3b6eXKaTb
pasgparkeHua rnas. Ansa npoaoHrnposaHua 3ddeKTa BO3SMOKHO UCMOIb30BaHME
npenapaToB UCKYCCTBEHHOM c/ie3bl 60bLLEN BA3KOCTU. Takue npenapatbl Ayylle
NPUMEHATb Ha HOYb M3-33 BO3HUKHOBEHWSA 3PPEKTA NOMYTHEHUSA 3pPEHUA.

e [Na3Hble Kanau Ha OCHOBE CbIBOPOTKM KPOBM NPUMEHMMbI A/1A MNALUEHTOB C
HEenepeHOCMMOCTbIO MCKYCCTBEHHbIX CNE3 UK TAMKE/bIM, PE3UCTEHTHBIM K JIEYEHUIO
CYXMM KepaTOKOHbIOHKTUBUTOM. O6A3aTeIbHO YepesoBaHMeE C aHTUDAKTEPUANbHbIMK
Kannamu.

e Mcnonb3oBaHWe NpenapaToB-3aMeHUTeNeN COHbI HA OCHOBE MYLIMHA U
KapbOoKCMMeTUNLENN0N103bl BOCMIONHAET €€ CMAa3blBaOLLME U yBAAXKHAOWME GYHKLUMK,
ocobeHHO BO Bpems Ho4yHoro cHa (Oral balance renb, Biotene ononackusatens, Salivart,
Xialine).

e YuyuTbiBaA BbICOKYH YACTOTY Pa3BUTUA KAaHAUAO3HOM UHDEKLMM NPU HAIMYUU CYXOTO
CUHAPOMA, MOKA3aHO JI0KaIbHOE N CUCTEMHOE NPOTMBOrPUBKOBOE NeveHne (HUCTaTUH,
KNoTpumason, GayKoHason).
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e Y NauUWEeHTOB CO 3HAYUTE/IbHbIM YBE/IMYEHNEM OKONOYLLUHbIX, MOAHUMKHEYENOCTHbIX
C/NHOHHbBIX N CNE3HbIX KeNés, peunanBuUpyoWLnUM XapaKTepPOM NapeHXMMATO3HOIO
CManoageHuTa NPoOTUBOMNOKA3aHa UX PEHTIreHOoTepanma BBUAY 3HAYNMTENLHOIO
HapaCTaHMA CYXOCTU U YBEIMYEHNA PUCKA Pa3BUTUA IMMPOM.

e OdTanbmonormnyeckan amynbcus LinknocnopuHa A (Restasis) pekomeHayeTca gns
JNIeYEHUNA CYXOro KEPAaTOKOHBIOHKTMBUTA. CYUMTaAETCA ONTMMaJibHbIM Ha3HavyeHue 0,05%
rNasHbIX Kanesb ABa pa3a B AeHb B TeyeHue 6-12 mec.

e JlokanbHoe npumeHeHue HMBM (0,1% nHaomeTtaumH, 0,1% anknodeHak) ymeHbluaeT
ONCKOMGOPTHbIE OLLYLLEHWNA B INa3aX, O4HAKO, MOXKET MPOBOLMPOBATb NOBPEKAEHUA
porosuubl

e [Ipnemnembim cHMTaeTCA IOKaNbHOe NpumeHeHue MK KopoTKMMK Kypcamm (40 ABYX
Heaenb) NPy 060CTPEHNMN CYXOro KEPATOKOHBIOHKTMBUTA. [oTeHUMaNbHble NOOOYHbIE
3¢ deKTbl, NOBbILWEHME BHYTPUIIA3HOIO AaBAEHUA, PAa3BUTUE KaTapaKTbl, OFTPaHNYMBAIOT
OVTEeNbHOCTb NpumeHeHunsa TK. 118 N0KanbHOro NpMMeHeHuA ayJe noaxoaat
NotenpegHon (Lotemax) n PumekconoH (Vexol), He obnagatowme TMIUMYHbIMK
no6o4YHbIMK 3dpdeKkTamm.

o [1nA CTUMYAALMM OCTAaTOUYHOM CEKPELMM CNLOHHDBIX U CAE3HbIX *Kele3 CUCTEMHO
NPUMEHSIOTCA aroHUCcTbl M1 1 M3 MycKapuHOBbIX peLenTopoB: NMAoKapnuH (Salagen)
5 mr 4 pasa B geHb unu uesnmenuH (Evoxac) 30 mr 3 pasa B A€eHb.

e [1MkBad030/, arOHUCT NYPUHOBBIX P2Y2 peuLenTopoB, CTUMYIUPYET HEMXKeNIe3UCTYIO
CEeKpeLnto BOAHOIo, MyLMHOBOIO U IMANAHOIO KOMMNOHEHTA CNE3HOM NAEHKM.
Ncnonb3yeTca nokanbHO 2% pacTeop.

e 2% odTanbmosiornyeckan amynbcua pebammnuaa, NoBbILLAKLWETO KONNYECTBO
MYLMHONOA06HbIX BELLECTB M CNE3HOM KUAKOCTH, YyULLIAeT NOBPEXAEHNA POrOBULbI U
KOHBIOHKTUBbI. MNepopanbHbin npuem pebamunuaa (MykoreH) no 100 mr 3 pasa B AeHb
YAyYLaeT CMMMNTOMbI CyXOCTU pTa.

e ObneryeHne CyxocTu BEPXHUX AbIXaTeNbHbIX NyTeN (PUHUT, CUHYCUT, NAPUHTUT,
GpPOHXMT) AOCTUrAETCA NPU NpUeme BpoMreKCMHa UAN aLeTUALUMCTEMHA B
TepaneBTUYECKMX A03aX.

e [lpu aucnapeyHunu, obycnoBAeHHOM HeAOCTaTOYHOM NybpuKaumein, NOMMMO MECTHOIO
Mcnonb3oBaHMe Ny6PMKAHTOB, B MOCTMEHOMNAY3a/IbHOM Nepunoge NoKa3aHo JI0KabHoe
W CUCTEMHOE NPUMEHEHME 3CTPOreHOB.

JledeHre BHeXeJIE3UCTbIX CUCTEMHBIX NposiBaeHUM BIII.

e [1nAa neyeHUA CMCTEMHbIX BHEXKenesncrbix npoasneHuna bLU ncnonbsytorea MK,
anKuavpylowme untocTaTuyeckune (nerikepaH, umknopocdaH), bronormyeckme
(pnTyKCMMab) npenapaTbl.

e BONbHbIM C peunANBUPYIOLMMU CUANALEHUTAMU U MUHUMANBbHBIMU CUCTEMHbIMU
NPOABNEHUAMM, TAKMMM KaK CYCTaBHOM CMHAPOM, Ha3dHayatoT MK B manbix go3ax
(NnpeaHN30M10H 5 Mr B AeHb UK Yepes aeHb) ninbo HMBIM.

e [1pu 3HAYMTENBbHOM YBENMYEHUN BONBLUMX CAIOHHBIX }KEeNE3 (Mocne UCKNYEHUA
nmmeombl), AnddY3HON MHPUNBTPALUM MasbIX CIHOHHBIX KENE3, OTCYTCTBUM
NMPWU3HAKOB TAXKENbIX CUCTEMHbIX MPOABAEHWUN, YMEPEHHbIX U 3HAUYUTENIbHbBIX CABMIaxX
noKasartenei N1abopaTopHOMN aKTUBHOCTM HEOHXOANMMO Ha3HaYeHMe Masbix o3 K B
COYEeTaHUN C NelikepaHom 2-4 mr/cyT B TeyeHUue roga, 3atem 6-14 mr/Hegento B TeyeHue
HECKONIbKUX NEeT .

e [InnTenpHbIN Npuém manbix 203 K B KombuHauum ¢ nerikepaHom nnau unknopocdaHom
He TO/IbKO CHUXKAEeT YacToTy peunamBoB NapoTmTa, NPUBOAMUT K HOpManunsaumm
pPa3MepoB C/IIOHHDIX ¥KeNé3, yMeHbLUAeT NoKasaTen NabopaTopHO aKTUBHOCTM,
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YNYYLWAEeT KAMHUYECKYO CUMNTOMATUKY M 3aMegnsieT NporpeccupoBaHme MHOTUX
CUCTEMHbIX NPOAB/IEHNI 3ab01eBaHMA, HO U AOCTOBEPHO MOBbLILWAET CaZIMBaLNIO,
YMEHbLUAET YacToTy Pa3BUTUSA IMMPOM N YBEIMYNBAET BbIXKMBAEMOCTb 60bHbIX BLL.

[IpodpunakTrka

I'Iepsquaﬂ I'IpO(I)MJ'IaKTMKa HEBO3MOXKHa BBUNAY HesiCHOM 3TMonornmn 3abonesBaHus.
BropuuHas npodurnakT1ka HanpasaeHa Ha npeaynpeXxaeHne obocTpeHmn, NporpeccMpoBaHms
3aboneBaHunA 1 cBOoeBpemeHHOE BbiAB/1IEHUE pPa3BUBAKOLLUXCA J'IMMd)OM. OHa npegycmaTtpumBaeT
PAaHHIOO ANArHOCTUKY U CBOEBPEMEHHO HaYaTYO aAE€KBATHYIO TEPanuio. HeKOTOpre 60/bHblE
HYX0AKTCA B OrpaHUYEHUN HAFPY3KKU Ha OPraHbl 3peHnA, ron1ocoBble CBA3KU U UCKITHOYEHUN
anneprnsnpyrowmnx (baKTO[)OB. BonbHbIM NPOTUBOMNOKa3aHa BaKUMHaAUWNA, ydeBAA TEPANNA U
HepBHble neperpy3kn. C 601bLION OCTOPOMKHOCTLIO A0KHbI MPUMEHATLCA
3NeKTponpoLeaypbl.

O6y4yeHHEe NAIUEHTOB.

Tak Kak 6onbHble BLU nmetoT xpoHnyeckoe 3aboneBaHne C HeYKIOHHOM Nporpeccuen
Ha NPOTAXKEHUN BCEM KMU3HU, HEOOXOAMMO HaNaAUTb TECHbIA KOHTAKT ¢ 601bHbIMKU. TO/IBKO NpU
NoOJIHOM A0BEPUM NaLMEHTA K Bpauy, OH byaeTt cobtoaaTb peKOMEHAYEMYIO TEpPaNUIo.
HeobxoaMmo HayuMTb NauMeHTa Kak MOXKHO paHblLE Y/1aBINBaTb BO3MOXHbIe NOO6OYHbIEe
NpoABJIEHNA Ha3HaYaeMbIX NPEenapaToB 1 3HaTb OCHOBHbIE NPU3HAKN 060CTpeHUs
3ab60/s1eBaHUA.
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