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Cucremnas ckiepoaepmus (CCJI)— ayTouMMyHHOE 3a00JIeBaH1E
COCJIMHUTEILHON TKaHU C XapaKTEPHBIM MMOPAXKEHUEM KOKH, COCY0B, OIMIOPHO-
JBUTATEJIBHOTO aniiapara i BHYTPEHHUX OPraHoOB (JIETKUX, CEPALIa,
MUIIEBAPUTEIIFHOIO TPAKTA» MOYEK), B OCHOBE KOTOPOTO JIEKAT HAPYICHUS
MUKPOILUPKYJIAIMA, BOCIAJICHUE U TeHepain30BaHHbIA proOpo3. [To MKbB-10
CCJI orHocurcs k I rpynne peBmaTuueckux 3adoeBaHuil — AU Py3HbIM
CUCTEMHBIM 0oJie3HsM coenunuTenbHor TKanu (JIIbCT).IlepBuunas
3aboneBaeMocTh CCJ] coctapmisiet 3,7—20 ciiydaeB Ha 1 MJIH HaceJleHUs B IO,
PacnpocrpaneHHocTh B cpenHeM — 240—290 na 1 mutn Hacenenus. CCJ]
3aHMMaeT 110 yactore BcTtpeuaemoctu cpeau JIbCT Bropoe mecto nocne CKB.
CCJI 6oJieroT BO BCEX CTpaHax MUpPa, HO OTMEUEHO, UTO JiKila HETPOUIHOU pacChI
OoJIeIOT YaIlle, yem juiia 6eaoi pacel. Cpeau 3a001€BIIMX MPEo0IagaroT
KCHIIUHBI.




CpegHui Bo3pacT gebtota 6oresHn coctaBnsieT 38,8
NeT, a BbIABNAT 3aboneBaHne obbI4YHO B Nnepunog ot
30 0o 50 neT, XoTs onucaHbl criydau Hadana
3aboneBaHunda Kak B 10-mecsi4HOM, Tak U B 80-neTHeEM
Bo3pacrTe . [lopaxeHue nerkux npmn CCL
BCTpe4vaeTcsa vaule, Yem npu apyrnx AbCT.



JTmonornsa n akTopbl pucka

Atnonorna CCL nsyvyeHa HegoctatoyHo. B pa3sutum 3aboneBaHust NPUHUMAaLOT y4acTue Kak
reHeTu4YeCcKkn obycnoBreHHbIE aKTOPbl PUCKa, Tak 1 aKToPbl OKPYKatoLLen cpeabl, UrparoLmne ponb
Tpurrepos. B HacTosiLee Bpems paclundpoBaHbl HEKOTOPbIE MEXaHU3Mbl FEHETUYECKON
npeapacnosnioXXeHHoCcTn K passutuio CCL. BbisBneHo codeTaHme onpeaeneHHbIX aHTUreHOB U annenen
cuctembl ructocosmectumocTu (HLA) ¢ CC[L; HLA-A9, B8, B35, DR1, DR3, DR11, DR52, C4A v ap.,
BapbMpyoLme B pasHbiX nonynaunsax. HocutenbcTBo onpeneneHHbix HLA-aHTUreHOB npeapacnonaraet
K BblpabOoTKe pa3nuyHblX ayToaHTuUTen, xapaktepHblx ana CCL n onpegenstowmnx passutme
COOTBETCTBYHLLNX KIMHUYECKUX CUHOPOMOB 1 cy6TMNOB 3aboneBaHus. Tak, Hannyme HLA-DR3/DR52,
DR5 (DR11), DQ7 anneneun u cMHTE3 aytoaHTUTenN K Tononsomepase | (ATA), T.e. aHTU-8C1-70 aHTUTEN
co4veTaeTcs ¢ ObICTPO NPOrpeccUpyroLLINM (B TeHEHME NePBbLIX ABYX NeT 60n1e3Hn) gpnbpo3om KOXn u
BHYTPEHHbIX OPraHoB, B TOM YMChe Nerkmx, T.e. npeaonpenensiet OCTpoe «3roka4yecTBEHHOE» TeYeHne
CC[L. Hannune HLA-A10, DR1, DR11, DQB1, DR4 1 CMHTE3 aHTULIEHTPOMEPHbIX ayTOaHTUTEN Koppenum-
PYET C MIMMUTUPOBAHHbLIM NOPaAXEHNEM KOXU, XPOHUYECKUM TeYeHNEM 6one3Hun, nopaxeHnem
MUKPOUMPKYNATOPHOIO pycra NIerkux, passmutuem nerodyHon runepteHsum [['ycesa H.I'., 1993; Steen V.D.
et al., 2007; Renzo- ni E.A., 2007; Grassegger A. et al, 2008].K XxMumMniecknum areHTam, npoBOLMPY LM
pa3BuTUe neroyHoro omb- posa npu CCL, oTHOCATCA XxnopBuHUA, [1-neHnumnnamMmmnd, opraHm4yeckme
pacTBopuTenu (6eHson, Tonyon), TPUXIIoPaTUNEH, TpuntodaH, NEHTO3aMuH, 6r1IEOMULMH, CUITMKOHOBbIE
Marepuansl, pacTuTeribHOe parncoBoe Macrsio, AeHaTypupoBaHHOE aHUNHOM [Silver R.M., 1996].[Ans
BO3HMKHOBEHWS NIEFOYHON rMnepTeH3umn y 6onbHbix CCL 0CHOB- HbIMU dakTOpaMu pyUcKa SBMSIOTCS
ANNTenbHOCTb 3aboneBaHnsl, akTMBHOCTb CKNEPOaEPMMUYECKOrO npoLecca N CTeNeHb BbIPaXXEHHOCTU
cuHgpoma PenHo. lNpeankropamm 0THOCUTENBHO BLICTPOro NPOrpeccMpoBaHnNS NEro4HOM rMNePTEH3NN
npu CC[ siBnsitoTCs BO3pacT naumeHToB cTapLue 50 NeT U HannymMe aHTULEHTPOMEPHbLIX ayTOaHTUTEN



[Non gencrenem megnaTopoB BOCnaneHuns passmBaeTcst MHQUNbTpauns MUHTEPCTUNKUSA NErknux
KneTkamm BocrnaneHns 1 UMMYHOKOMMETEHTHbIMU KINeTKaMn. QTOT NpoLecC NpeaLllecTByeT
pa3BUTUIO ObICTPO Nporpeccupyroero pndposa B nerodHom TkaHu. Micxogom siBngaeTcs
CUHOPOMHbLIN MBPO3nNpYyOLLMIA anbBEONUT.HapyLLEHNS MUKPOLIMPKYIISILUK UTPAaK0T BaXKHYHO
posnb B natoreHe3e CCL. CTpagaetT MUKPOLMPKYNATOPHOE PYCro BCEX OPraHoB, B TOM YnUcne
n nerkux. Nog BIMAHMEM 3TUOSOMMYECKOro pakTopa HapywaeTcs yHKUNOHanbHas
aKTUBHOCTb MMOMBpobnacTos, y4acTByOLWMX B 06pa3zoBaHnM COCyaNCTON CTEHKN. B
CTEeHKaxX COCyaoB MpoucxoaunT nponudepaumsa n 4ecTpykuus saHOOTENUs, yToseHne n
rmnepnnasns UHTUMbl, PUOPUHONAHBIM HEKPO3 N CKITEPO3NPOBaHNE, MPUBOOSALLMNE K CYXKEHUIO
NpocBeTa MEerNKnx CocyaoB BMNOTb 40 obnutepaunmn nx npocsetos. OgHOBPEMEHHO
pa3BMBalOTCA HapyLUEeHNSA NPOHULLIAEMOCTN COCYANCTON CTEHKN N PEONTOrMYeCKUX CBOUCTB
KpoBu. OTMeYaeTcs yBennyeHmne BA3KOCTU KPOBU, TMNepKoarynsuunsl, yrHeTeHme
dunbpurHonuaa, arperauunst POPMEHHbIX AIEMEHTOB KPOBU, CTas, gedopMauma n peaykumsi
KanunnapHom cetu ¢ obpasoBaHnem 6ececcocyancToix nonen. IMeHHoO aTn HapyLleHnsa MUKPO-
LMPKYNSNUK MPUBOLAT K pa3BUTUIO cCUHAPOMa PenHo, BKNoYast ero akBMBareHT BO BCEX
opraHax u TKaHsIX (MOYKK, Nerkue, XXenyaodHo-KULWeEYHbIW TpakKT, cepaue), obycrnosnmeas
BO3HWUKHOBEHMWE pPacrnpoCTPaHEHHbIX TPOUYECKNX, ULLEMUNYECKUX U HEKPOTUYECKUX
N3MEHEHUN.



[TaToreHes

NEero4yHoro cbm6po3a npu CC[L aHanornyeH naToreHe3y I/ICDA [lepBoOHa4arnbHoe
noBpeXaeHune Nerkux NpuBoauT K BO3DYXXOEHUIO KITETOK, y4aCTBYIOLMX B pa3BUTUA
nero4yHoro pudposa. K HUM oTHOCATCA mbpobnacTeT, aHOOTENMAasrbHbIE KITETKN,
rmagKoMbllLeYHble KNeTku, T-nMMdoumTbl, MOHOUNTLI (Makpodaru), Ty4Hble
KIeTKN, TpoMboumnTbl. OCHOBHbLIM KITETOYHBIM 35IEMEHTOM, Y4aCTBYOLWMM B
be3ynepxHoM cnHTe3e konnareHa npu CCL, ssnsatotcs pubpobnacTol. BeisiBrneHo,
yT1o npu CCL dpunbpobnactel npuobpeTtatoT ocobble CBONCTBA: 4SS HAX XapaKTepHa
rmnepdyHKUnS, yBennyeHne dnocuHTesa KornnareHa, HeogombpunsoreHesa,
yBenmyeHue cuHTe3a QUOpoHEKTUHA N APYTMX KOMMOHEHTOB MEXKNETOYHOro
MaTpukca, opMupoBaHme edeKkTHOCTM MembpaHHOU peuenuun. B
dmbpobractax NnponcxoguT HapyLleHNne CUHTE3a KonsareHa | Tuna v nogasrneHue
cuHesa matpuyHon PHK. MagkoMbilleYHble KNETKM U 9HAOTENUN, obnaaas
domnbpobnacTHOM aKTUBHOCTbLIO U Bbi3blBasi BA30OKOHCTPUKLINIO, BHOCAT CBOM BKNaz,
B onbposoobpasoBaHue .INpn CCL HapyLLeHO COOTHOLLEHME PELIENTOPOB K
9HOOTENNHY TUna A 1 B 3a CHET YBENTMYEHUSA KONMYecTBa peLernTopoB K
QHOOTENNHY TUNa B. TyYHbIE KINETKM Y4aCTBYIOT B aKTUBALIUM SHOOTENNS U
dbnbpobnactos, BHOCA CBOM BKNag B pa3sutne gmbposa. TpombounTtbl —
NCTOYHUK DaKTOPOB POCTa U LUTOKMHOB, BbICBODOXAAOLLMXCA NPpU AerpaHynsaunu.
MMMYHOKOMNETEHTHbIE KNETKM (T-NMMAOoLMTLI U MOHOLUTBI) ABIISKOTCH
NCTOYHMKOM MeanaTo- pOB BOCMAaSIEHUs U y4acTBYIOT B NogaepXaHnu
ayTOMMMYHHOIo BocnarneHuns Ha BCcex aTanax naToriorm4eckoro npouecca.



KnnHnyeckas kapTuHa

Knnnuyeckue nposieneHuns CCJL obycnoBneHbl pasBUTUEM NPOrpecCcupyoLLero ckneposa B
pasfn4YHbIX OpraHax 1 TKaHsix, YTO OTpaXkaeTcsi B NonmMmopduame nposiBneHnin 3abonesaHus.
OCHOBHbIM KNUHNYECKNM CUHAPOMOM, AaBLUMM Ha3BaHue bonesHu (cknepogepmms, T.C.
TBEPLOKOXUNE), ABNSETCS NOpaXXeHne KOXN KOTopoe NpOoXoaun [ HECKOMbKO CTagum —
NSOTHbIN OTEK (KAMEHMUCTOW NIIOTHOCTK), MHAYpanuto, atpoduto. XapakTepHoin npuaHak CCL
- cnHgpom PenHo. MNMpakTrnyeckn y Bcex 6onbHbIX HabstogaeTcs nopaxkeHne ornopHo-
asuratenbHoro annapara. Cpean BucueputoB, xapakTepHbix ana CCL, BO3MOXHO
nopaXxeHue cepaua, XenyagodHOo-KMULLEYHOro TpakTa, NoYek, nerkmx. NopaxeHme nerkux -
O[Ha U3 BaXXHbIX BUCLIEPaSibHbIX JlOKanuM3auum cKnepoaepmMmnyeckoro npouecca, ot KOToporo
4acTo 3aBUCUT NPOrHO3 3aboneBaHus. Jlerkme MoryT BoBriekaTbCsl B NaTONOrMYeCKui
npouecc B aebrote 60ne3Hn n 6bITb 0gHUM 13 nepBbix cumnTomoB CCL (BCcTpevaeTcsa peako).
Yalle nopaxeHue nerkux passmBaeTtcs Ha ooHe yxxe passepHyTon kapTuHbl CCL. Cpean
BapuaHTOB NOpPaXXeHNs NErknx BblAENS0T MHTEPCTULMANBbHBIN PUOPO3 NErKNX Unu
dnbpOo3npYyOLLMIA anbBEONUT, NTEFOYHbIN BACKYIUT, NTIEFOYHYIO rTMNEepPTEH- 310, KOTOpast
MOXXET pa3BUTbLCS Ha OOHE MPOrpeCCMpPYIOLLIErO PacrnpoCcTPaHEHHOIO MHTEPCTULMANBHOIO
dmbpo3a nerkmx nnm conpoBOXaaTb JIEFOYHbIN BACKYINT [



NHTepcTnumanbHbii dnbpos nerkux.

KnnHunyeckas KapTuHa cknepogepMmnyeckoro MHTepcTmumnanbHoro gnubposa nerkux HecneumuyHa n yacto
NnosABRsiETCS NOCre MHOrMX netT 6eccMMnTOMHOro TedeHust. Hanmuune xanob ceBMaeTenbCTByEeT O AaNeKo 3alleaLem
neroyHoM npouecce. bonbHble XXanyTcst Ha OAbILLKY M CyXOW Kallenb npu M3nyeckon Harpyske, owyLleHme
HEBO3MOXHOCTU caenaTtb NOfHbIN BOOX, 60nb B rpyaHomn KneTke. [NporpeccupoBaHmne cknepogepMmnyecKkoro
hnbpo3mpy- OLLEro anbBeonMTa Yalle BCcero NpomcxoauT MegneHHo (rogamm) 1 npu- BOAUT K MOSIBNIEHUIO OObILLKM B
nokoe. Npwu ayckynsraumm Hag NerkumMm BblCIyLLMBAETCS XXECTKOE AblXaHue, KpenuTtaums B Havyane Booxa (doeHo- MeH
Benbkpo). BolpaxkeHHOCTb MHTEPCTMUMANbHOrO nbposa nerknx 3aBUCUT HE CTOSbKO OT ANIMTENbHOCTM 3aboneBaHns,
CKOIbKO OT CTEMNEeHN akTUBHOCTU CKnepogepMmnyeckoro npouecca. lNpu octpom n nogocT- pom tedeHnn CCL
HabntogaeTcsa passuTre BbICTPO NporpeccupyroLero GrUdpo3npyoLLEro anbBeonnTa, Toraa, Kak npu XpoOHNYECKOM
TevyeHun 3abonesaHuns NHeBMOMbPO3 nporpeccupyeT megneHHo. Hannumne nHes- Mogmbposa o6bIYHO KoppenupyeT
C BbIpa@XXEHHOCTbIO COCYaAUCTbIX M3Me- HEHWIA (reHepann3oBaHHbIM CUHAPOMOM PeliHo, Tpodmnyecknmmn Hapy-
LLUEHUAMUN KOXWN), HANn4nem Apyrux BUCLLEPUTOB, BbICOKMM YPOBHEM IgG B CbIBOPOTKe KpoBu [Komura K, et al., 2008].
JlerovHbIv BacCKynuT U nerovHas runepteHaus. NopaxxeHue cocynoB Nnerknx aBnsieTca xapakrepHon yepton CCL n
MOXET BbICTYNaTb Kak CaMOCTOATENbHbIV BUA, MOPaXXeHUs NErkmx, Tak U pa3BmBaTbCs y NaLy- €HTOB C
NporpeccupyroLLMMm nHTepcTuLmnanbHbiM pnbposom nerkunx. NMpeobnagaHne cocyancTon NaTonornm BeaeT K pasBuTuio
NErO4HON rMnepTeH3uu, Yawe obHapyxMBaeMom y B0MbHbIX C XPOHMYECKMM Teve- HMeM 3aboneBaHus. HanpoTus, npu
ObICTPO NporpeccupytoieM urod- po3npytoLLLEM anbBEONUTE NEroYHbIN BaCKyUT 1 IerodHasa runepTeH3nd
pasBuBatoTCs peako. KnnHuyeckas kapTuHa NeroyHom runepTeHsnn, Bo3- HUKWen Ha poHe CCLl, HecneunduyHa un
OTYETIIMBO MOSBASIETCA NOCNe ANMTENBHOrO (B TeYeHmne nepBbix 5—10 net) «beccumntoMHoro” nepuoga. lNauneHTol
npeabsBnatoT XXanobbl Ha NOCTENEHHOE HapacTaHMe oAb~ K1, KOTopasi BHavane nosiBfsieTcsa ToNbKO npu
dunaunyeckon Harpyske, a 3ateM — B nokoe. OfblLlka ConpoBoXaaeTcsa cepauedbneHmem, BO3MOXHbI KpaTKOBPEMEHHbIE
0OMOpOYHbIE COCTOSHUSA. IHOrga OTMeYaroTCs Npy- CTYMbl yAYLLbSA NPU BbIXOAE Ha X0N0[, YTO CBSA3bIBAOT C
dYHKLMOHANbHbIM MU3MEHEHNEM COCYA0B NErKMX — Ba30CNa3MOM, 3KBUBANEHTHbIM Nepudepmnyeckomy CUHAPOMY
PeiiHo, Hepeako oTmevaeTca kaTnenb ¢ HEGONbLUMM KONIMYECTBOM CAIM3UCTOM MOKPOTLI, NPW ayCcKynbTauumm cepaua
BbICIyLLM- BA€TCA akLEeHT 11 Toma Ha fIerodHOn apTepuun, pUuTM ranona us-3a nepe- rpy3km NpaBoro Xernyaoyka, Wwym
HeJOCTaTOMHOCTU TPUKYCNUAANbHOro KnanaHa unm knanaHa fierodHon aptepun. Npu ocMoTpe BbisIBSieTCs
HabyxaHWe BEeH LLen N OTEKN Ha HOorax.



Knaccmndpukauus

OBLwenpuHATOM Knaccndukaumm nopakeHnm rnerkmx
npun CCL He cyuwlecTByeT. Boigensator
NHTEPCTULMAaNbHbIN PNOPO3 NErknux, NEroYHbIN
BACKYITUT, NIErOYHYIO TMNEepPTEH3UIO.
OcnoHeHnsK 0CNoXXHEHMSIM, KOTOPbIE MOTYT
Pa3BUTLCA HAa POHE CKNepoaepMm YecKoro
rierodHoro dondbposa, OTHOCAT BTOPUYHYIO
bakTepmanbHyO MHEBMOHUIO, TYOEPKYe3 Nerkux,
MUKO3 Nerkux, oynnesHble N3MeHeHUs,
KNWCTONOAOOHbLIE NONOCTU, CMIOHTAHHbLIN
NMHEBMOTOpPAaKC, OPOHXO3KTa3nmn, anbBEONSIPHbIE
remopparmu, KpoBsoxapkaHbe, pak nerkux, H.



[lnarHocTtuka

[Ona guarHoctuku nopaxeHun nerkmx npm CCL ncnonb3yetTcs KOMMNSIEKC KIUHUKO-
nabopaTopHbIX U UHCTPYMEHTanbHbIX MeTOA0B. CNOXHOCTb NOCTAHOBKM AMarHo3a
3aKJio4aeTcs B onpeaerieHn BTOPUYHOIO XapakTepa NopaXKeHUs Nerknx rno OTHOLLEHUIO K
OCHOBHOMY 3aborneBaHuto.J1labopatopHbie meToabl. Cpean 0BLLEKTTMHNYECKNX
nabopaTtopHbIX NokasaTenen, cneundunyHblx ans CCL, HeT. [NpuaHakn BblpaXeHHON
Hecneundunyeckomn nabopaTtopHom akTUBHOCTU (yBennveHne COI, CHU- XKeHne
remorfiobuHa, NemkoumnTos, U3MEHEeHME NnemnkoumTapHom oopmynbl; OTKITOHEHUS
BMOXMMUYECKMX NOKa3aTenemn: rmneprnpoTenHeMmns, ANc- NPOTENHEMUS], NOBLILLEHNE
TpaHCaMWHa3 1 Ap.) BCTPEeYarTCs TONbKO Npu BbICTPO NPOrpeccmnpyowem fiero4HOM
dunbpose, Ha doHe ocTporo TedeHnss CCL. NpusHakoB Hecneundnieckon nadbopaTtopHoOU
aKTUBHOCTU MOXET He ObITb. Cpean MMMYHONOrMYeCKNX nokasaTernen BoigBNsieTcd yBenmye-
HUE UMMYHOTIO0YNMHOB, YaLle 1gG, MOryT ObITb peBMaTONAHbLIN aKTOp, aHTUHYKNeapHbIN
dakTop, aHTuTena kK docchonmnungam. CneundmyHeimmn ansa CCL ¢ 6eicTpo
NPOrpeccupyoLLmnmM nerodHbiM prudpo3om ABNSKOTCS aHTUTENa K TonomsomMmepase-1 (aHTUrery
Scl-70), a 4na MegneHHo NPOrpPeCCUPYIOLLErO NOPaXKeHUS NErknx, NpoTeKarLLero ¢
doopMUpPOBaAHNEM JIEFTOYHOrO BACKYNTa U NIEro4HOWN rmnepTeHsumn, cneumnuyHo
oBHapy>XeHne aHTUTEN K LeHTpoMepaM (aHTULEHTPOMEpPHbIE aHTUTena). MiHoraa
CUHTE3NpPYLoTCS aHTuTena K Ul-puboHykneonpotenay (U1-RNP), 4To 06bI4HO coBnagaeT ¢
pa3BUTMEM nepekpecTHoro {overlap) cuHapoma. BeigsrneHune aHtutesn K U3-RNP
accouMnpyeTcsi C IErO4YHOW rmnepTeH3n- enm n paHHUM Hadanom 6onesHn. HegaeHo ObINO
NnoKasaHo, YTo BUoNorMyeckuM Mapkepom nopaxxeHust nerovHbix cocyaoos npu CCL moxeT
CINY>XXWUTb BbICOKMA YPpOBEHb ON3NOSTIOrMYECKN HEAKTUBHOIO TEPMMHANbLHOro NPoropMoHa —
MO3roBOro HaTpMnypeTU4ecKkoro nentunaa



JlyyeBble meToabl nccnegoBaHus. [pn peHTreHoNorn4eckom UccregoBaHnn NErknx Ha
OCHOBaHWW OLIEHKN JTErOYHOro PUCYHKa BblAensaoT ABe PopMbl CKNepogepMNYecKoro
nHeBMOGMbpo3a: NpenMmyLeCTBEHHO AN PY3HY0 1 NPEUMYLLIECTBEHHO KUCTOBUOHYIO C
nokanusaumen nameHeHun B 6asanbHbix otaenax oboux nerkux [Cnacckas N.A., bapTyceBu-
yeHeA.C., 1988].[Mpun anddy3HoMm nHeBMOGMbBpO3e onpeaenstoTcst N3bbITOYHOCTb U CET-
yaTas gedopmauus IErOYHOro PUCYHKa Ha NPOTSXKEHUN 0BOMX NEroYHbIX Nonen 4o
nepugepnyecknx oTaenos ¢ TeHAEHUNEN K yBENNYEHUIO N3MEHEHUIN B 6a3anbHbIX oTaenax
nerkux. CteneHb AMMPdY3HbIX UBMEHEHNIN MOXKET BbITb Pa3nMYHON: OT eBa HaMe4atoLEeNCs
CETYaTOCTN A0 KapTMHbI BblpaXXeHHOro nHeBMocknepo3sa. KaptnHa g dpysHoro cet4aroro
nHeBModnbpo3a 0bycnoBreHa N3MeHEHUSIMU COEANHUTENBHOM TKAaHWU NErknx
(MexO0nbKOBbIX M BHYTPMOOMNBbKOBLTX MPOCNOEK, NEPUBPOHXNANbHLIX 1 NEPUBACKYNSAPHbIX
cnoes). B page cnyvyaes HabntogatoTcs 3Ha4YnTENbHbIE NEPUBPOHXManbHbIE UIBMEHEHNS C
YTOSLLEHMEM CTEHOK BPOHXOB 1 Aaxe hopMUPOBaAHMEM TPAKMNOHHbBIX OPOHX03KTa3un. Ha
peHTreHorpaMmmax aTo oTobpakaeTtcs B BuAe napannenbHbiX NapHbIX NOSI0OCOK B XBOCTOBbIX
oTaernax KopHen nerknx, a4enctom gedopmaumm nerodHoro pucyHka B 6asasnbHbIx otgenax
nerkux. OudpdysHomy nHeBMOnbpPO3y conyTCTBYET aMdM3eMa NTEMKNX, YTO NPOSIBASETCS
YMEPEHHbIM YBENMMYEHMEM PETPOCTEPHASIBHOIO NpocTpaHcTea.llpn BTopom Tune,
NpenMMyLLEeCTBEHHO KNCTOBUAHOIO, NHEBMOdMbpo3a Ha peHTreHorpaMmmax B 6asanbHbIX
oTaenax nerkux Hag gmadparmomn BbISIBIIAKTCSA y4aCTKU COTOBOM MNEPECTPONKN NErO4HOro
pUCyHKa, 06ycrnoBnmBarLLmMe CHIKEHNE NHEBMATM3aUMN 3TUX OTAENO0B, B nnawesnaHoM
CNoe Nnerkoro pacnonaratTcs A4erkn HenpaBuibHO OKPYIIIon popmbl pasmepammn go 3—5
MM, N0 BUAY HanoMuHatowme N4esimHble CoThbl.
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_ ‘FeHOTPaMMaXx HeT,
HO r|p|/| 3Ha4YNTESNbHOW NIErO4HOM MMNePTEH3NN MOXHO OTMETUTL BbibyXaHne KoHyca
NIero4HON apTepuu, yBenmyeHne pasmepoB cepala 3a CHET rnpaBbiX OTAEN0B.
BPKT nossonser BbIgBUTb U3SMEHEHUS, ONMUCaHHbIE Bbille, 40 UX NOABMEHNS Ha
OObIYHbIX pEHTreHorpamMmmax ferkux. Ha paHHux ctagmax 3aboneBaHnst UISMEHEHUS
nokanmaylTca B cybrnnesparnbHbIX 1 6a3anbHbIX oTAenax, pacnpocTpaHAACh
BBEPX U K LeH- Tpy. I3aMeHeHus, BbigBigeMble B nerknx npu nposegeHunm BPKT y
nauneHToB CC[l, cxoxu ¢ TakoBbiMK, BbisiBngembiMu npn UPA, ogHako npu CC[
BEPXHME OTAESbl NIErKNX NOPaXarTCs 3HAYUTESBHO pexe N MOryT BbIABIATHCS
NPU3HaKK BOBIIEYEHMA B MNaTONOrMyecKkum npouecc nrespbl. MUameHeHnsa no tuny
«MaTOBOro CTekna» (o4arosoe unu anddysHoe ysenmyeHmne nnoTHOCTUN JIETOHHON
TKaHW) HabntogatoTcs y 49,4% naumMeHToOB U CBUAOETENBbCTBYIOT O HANU4mMn
aKTMBHOrO anbBeosnmTa. JlerouHbln pub- po3 obHapyxmneatoT B 92,9% Criyyaes,
«COTOBOE Jierkoe» popmupyetcs B 37,2% [Goldin J.G. et al., 2008]. BHegpeHue B
KIMHMYeckyto npaktnky BPKT npuBeno K cylecTBeHHOMY yryyLleHUo
anarHocTukm nopaxeHum nerkmx npn CCL. BPKT npn HeobxoanumocTn no3songdet
BblOpaTb ONTUMAaribHY0 30HY A9 6G1Uoncumn Nerkoro, OCyLWeCcTBAATE MOHUTOPUHT
npu nevyeHumn CCL [Madani G.et al., 2008]. laHHble BPKT koppenunpytoT ¢
pesynsrataMmun gpyrmx MeToaoB UccrnenoBaHusl, NO3BOMASAKOLLNMX NOATBEPANTD
pa3suTne onbposmpyrowiero anoseonuta npu CCL. MNpu Hann4nm cumntoma
«MaToBoro crtekna» B KBAJ1 BbISIBMAIOT BbICOKOE COAEPXKaHUE KIETOK
BOcnaneHusi, a neroyHbit dnbpos coyetaetcs co cHumxkeHnem OCI1 [Goldin )




NccnenosaHne PBL siBnsieTca Hanbonee MHopmMaTUBHBIM METOA0M, NO3BOSISAOLLNM
BbISIBUTb BOBNEYEHNE NETNKMX B NATONOrMYECKUM MPOLIECC HA CaMbIX PaHHUX 3Tanax pa3BuUTUs
bonesHun. Elwe Ha JoknuHMYeckon ctagmn anbeBeonuta Habnogaetca cHmkeHne Cllyc. MNpu
nporpeccupoBaHmn 6ore3Hn otmedaetcs cHmkeHue OCJ13n, Prusnyeckas Harpyska
YCUNUBAET NPOABNEHNS BEHTUNALMOHHO-NEPdY3NOHHbIX HapyLLeHn. OTMeYyaeTcs TecHas
koppensauua nokasatenen O CJ1 n ganHbix BPKT [Quadrelli S. et al., 2007]. ccnegoBaHue
ra30BOro cCocTtaBa KpoOBM Ha paHHUX cTagmnax 60ne3Hn UsMeHeHU He BbiaBndaeT. [pu
nporpeccrupoBaHmn onbpo3npyroLLLErO aribBeEONUTa onpeaensaeTcs runokceMms npu
HopManbHOM ypoBHe PaCoj. Npn CCL runokcemunst BolpaxkeHa MeHbLue, Yem rpu DA npu
OOHOTUMHbIX N3MeHeHusix Ha BPKT. o pe3ynbsratam nccrnegoBaHnsa CnMpoMeTpum 1 ooLlen
bogunneTnamorpadum npu passBnTUN CKNEPOLEPMUYECKOTO MHTEPCTMLMAaNbHOro domnbposa
OTMeYaeTcsi CHUXeHne 06beMoB Mo pecTpuKTUBHOMY TuNy (cHmxaetcsa XKEJ1, OOJ1, OEJI).
OpHako y HesHaunTenbHOro Yncna 6osbHbIX (10%) BbisBndetcs ysenuyeHmne OO/ B
COYEeTaHUN C PECTPUKTUBHBIMU N3MEHEHNAMU. ELLIEe pexe onpeaensieTcst U3onMpoBaHHOE
yBenuyeHne OOJ1, 4To No3BONAET NPeanoNoXnTb BOBNEYEHME B NATONOrM4YeCKmUm npoLecce
npu CC[L TepMmHanbHbIX OTAENOB AblXaTelbHbIX MYTEN HA paHHUX 3Tanax 6onesHu,
npeaLwecTByOLWnx HapyweHnuo ACJ1



OHOOCKOMUYECKNE N XNpypruyeckme MeTobl ANarHOCTUKN UCNONb3YIOTCS C LiEeNbio NosyvYeHna matepmana
AN nocregyrowero Mmopdgonornyeckoro nccneaoBaHnd. PnbpobpoHxocKkonus NO3BosSET NOAYYNTb
xngkoctb BAJT n BbinonHnTe YBE nerovHon TkaHu. Ecnn pesyneratbl nCccnegoBaHus Takoro buonrtaTa
ManonHdopMaTMBHbI, TOrga npuberaroT K BbIMOMHEHWUIO BUAEOTOPAKOCKONUM UITU OTKPLITOM Brorncumn
Nerkux.

Mopdonormnyeckmne metoabl nccriegosaHus. Mo gaHHbIM nceneno- BaHus XXBAJT, anbBeonnT BbigBNSETCA
bonee Yem B 70% crny4yaeB. Ee untonornyeckasi oueHka okasbiBaeT MOMOLLb B onpeaeneHnm xapakrepa
nopaxeHus nerkmx B pamkax CC[, cteneHb akTMBHOCTM npouecca [Strange C. et al.> 2008]. O6Liee yncno
krnetok B 1 mn KBAJT NOBbILLEHO 3a CYET HAKOMSIEHUS KIETOK BOCNaneHuns (anbBeossipHbIX Makpodaros,
NMMAOLMTOB, rpaHyounToB). Y 60MbLINHCTBA NaUNEHTOB BbIABNAETCA HEUTPOMUIbHbBIA UMK
HENTPOMPUITLHO-303UHOMUIBbHBIV XapakTep anbBeosiuTa, 3Ha4nTerbHO pexe B kneTtodHoM coctase XKBAJI
AOMUHUPYIOT numMmdounTsl. LinTonornyecknin coctas XKBAJT Hanbonee TOYHO OTpaXXaeT aKTUBHOCTb
neroyHoro npouecca npu CCL: cteneHb NOBbILLEHWSI KONUYECTBa HENTPOUITOB U 303MHOMUINOB
onpegensieT cTeneHb NOBPEXAEHNS NIErOYHOM TKaHK, a NIMM@OUNTO3 cBUAEeTENLCTBYET 00
NMMYHosorndeckom aktusHoctn COA. Kpome Toro, unTto- OyHKLMOHANbHbIE XapaKTePUCTUKM
anbBeONAPHOro CMbiBa NO3BONAIOT YCTAHOBUTL CTAANIO MOPAXEHUA NUHTEPCTULNA Nerknx. AKTMBauus
anbBeONAPHbIX MakpodaroB 1 NOBbILLEHUE coaepXaHUs HEUTPOUITOB COOTBETCTBYIOT NTAaTEHTHOMY
anbBeonuty. MakcumarnbHoOe yBenuyeHne cogepkaHng HemTpogunos 1 303MHOPUIOB C COMOCTaBUMON
aKTMBaLuen anbBeOonApHbIX Makpodaros COOTBETCTBYET aKTUBHOMY aribBeonuTy. HeakTuBHbIN
nbpo3MpyoLLMIA anbBEON U T XapakTepu3yeTcst CHXKEHNEM YPOBHS NIMM(OLMTOB N UCTOLLLEHNEM
MeTabonMyecknx pecypcoB anbBeOonspHbIX Makpodaros.



JleueHune

JTeueHnmne CCL B Lenom n ee neroyHbIx NPOABIIEHUN ABNSETCS CNOXHOW U 40 kKoHua HC
peLieHHon npobnemon. [Npn akTMBHOM BbICTPO nporpeccupyroieMm ombpose nerkmx
Ha3Ha4atloT rMIKOKOPTUKOWNAbI B COMETAHUM C aHTUMPUOPO3HLIMU NpenapaTamu,
yutocTtatnkamun.l 1pegHM30oH HasHavatoT B J03e 20-30 Mr B CyTKM Ha 3-4 Hef, C
nocrneaywmm CHIKEHNEM 03bl MO 2,5 MI BO BTOPOW AeHb nNpuvemMa 1 pa3 B2 Hef Ao
nogaepxuseatowien 0osbl 7,5—10 Mr B CyTkY, [-neHnymnnamuH (aptamne®, kynpeHun*,
MeTankanTtasa*, Tponoson* O nogasnsaeT CUHTE3 U CO3pEBaHME KomnnareHa, TeM caMbiM
yMeHbLUas n3bbiTouHoe hmbpo3oobpasoBaHnc. HadnHatoT nedveHmne ¢ 250—300 Mr B CYTKM,
nocteneHHo (1 pa3 B 3 Mec) noBbIWaga Jo3y npenapaTa Ha 250-300 Mr 4o 600—900—1200 Mr B
CYyTKU. TepaneBTMYeckada 4o3a HasHa4YaeTCcs B TeHEHNE HECKONbKNX MeCALEB [0 NOABNEHNS
KITMHMYeCcKoro adpdoekTa, a 3atemM 403y NOCTENEHHO CHUXKAOT 40 nogaepKmsaroLlen —
250—300 mMr, pexke — 450 Mr B CyTKW, KOTOPYHO CrieyeT NpUHUMaTh rogamu.



OQHOBPEMEHHO CTanu Wmpe UCrnonb3oBaTth 4S9 NeYeHNs CKINepoaepMmMYecKoro
nHeBModnbpo3a uuknodochammng c xopowmnm addektom. [NynbcoBoe BBeAEHNE
npenapara CHUXaeT akTUBHOCTb anbBeonuTa, 0gHako NpegoTBpaTuTb NPOrpeccnBHoe
CHUXeHne yHKUMOHamNbHbIX NokasaTenen umknodgocgammg He no3BosnseT [Mittoo S. et ai.,
2007]. lNpenapaTt MmakcnmanbHO 3dhPeKTUBEH B TEYEHME NEPBOro roga nedeHus. B
nocnegyrowem apdpeKkTMBHOCTL UMKIiodochammaa cHUXKaeT- ¢ [Tzelepis G.E. et al., 2007,
Afshar K, Sharma O.P., 2008]. [ina nogaep»xaHusa adodekta, 4OCTUTHYTOro MysfibCOBbIM
BBeEHMEM LKnKnodocdammnaa B Te4eHNe roga, B nocreayroLlemMm HazHavyaroT a3aTuornpuH B
no3e 100 mr b cytkn [Paone C. et aK, 2007]. icnonb3oBaHne MeToTpekcaTa ans fevye- Hus
nerovHoro dombposa npu CCL naet ckpoMHble pe3ynbrathl. JledeHne MOXKHO AOMNOMHUTb
aMMHOXUHOSTMHOBbBIMW CPeACTBaMU, BINSOWMMN Ha PeOSiorMyeckme CBOMCTBa KPOBU, —
XJTOPOXMH N0 0,25 Mr B CYTKMN UITN TMOPOKCUXITOPOXUH MO 0,2 Mr B CYTKU. [logBUNNUCL JaHHbIE O
NONOXNTENb— HOM BITUAHUN Ha OYHKUMOHanNbHbIE nokasatenu (ysenuumsaetcs XXEJT) n KT-
Npu3Haku nero4yHoro pnodposa y nauneHtos CCL npu ncnonb3oBa- HUM penapara
MuUKodbeHonata modeTtun (2 r B cyTkn) [Gerbino A. J. et al., 2008; Zamora A.C. et aL, 2008]. EcTb
cBedeHns 0 NpUMeEHeHNn BUoNorn- Yecknx npenaparoB (pUTykcumat) Anga nevyeHus
nerovHoro dmbposa npu CCL [McGonagle D. et al., 2008)J. LlenecoobpasHo npnmMmeHeHmne
METOA0B 3KCTpaKoprnoparbHOM reMoKoppeKkunm (nnasmadoepes).



JledeHne BTOpMYHOM NEro4HOW rmnepTeH3nm ManodaddPekTMBHO, Npu ee pas3snTum
peKOMEHAOYIOT Ha3Ha4yeHne BrIoKaTopPOB KarnbLMEBBLIX KAHANOB, Ny4LUM N3 KOTOPbIX B 3TON
CUTyauum cuntaetca HudpeamnuH. lNpenapat ncnonb3yoT B 4o3e 30—80 Mr B CyTKM Ha
anunTenbHbIn cpok. OnpaBaaHo HadHavyeHue nHrnontopos AP (aHananpwun), aHTaroHNCTOB
peuenTopoB aHrMoTeH3nHa W (nosapTtaH), npocTtarnaHanHoOB (Ba3anpocTaH), aHTuarperaHToB
(aunmnpugamon), aHTUKoarysnsaHToB (BapdapuH), NPOCTaLMKIIMHOB (MNOMPOCT, 3NONPOCTEHON
n ap.). Kypcosoe BBegeHME UonpocTa No3BoSAeT NPeaoTBpaTUTb Pa3BUTUE TAXKENOoM
nerovHou runep- teHsum [AIFO P. et al., 2007]. B nocneagHue roabl ¢ aoekToM NCNOSb3YoT
aHTaroHUCT PeLenTopoB 3HAOTENUMHA-1 — Bo3eHTaH*". icnonb3oBaHue 603eHTaHa (125
MI B CYTKUM B 2 Npuema) ynydwaet BbbknBaHue 0onbHbix CCLL ¢ ieroyHon runepTeH3nen
[Afshar K., Sharma O.P., 2008; Heresi G.A., Minai O.A., 2008J, B kauecTBe cpeacTsa,
CHWXaIoLLLEro AaB- NeHne B NIEr0O4YHOM apTepum, Takke NCMOoNb3YT NHIIMOUTOPBI
doochoanactepassT (cungeHodpun?' no 50 Mr B CyTKM)

[MporHo3 npun CC[ B Lenom 3aBMCUT OT pacnpoCTPaHEHHOCTU NopaXeHus Koxu. MNopaxxeHue
Nerkux 3HaunTenbHO oTarowaeT NporHo3. OcobeHHOo yxyaLlaeT NporHo3 BO3HNKHOBEHNE
nerovyHoun runepteHann lNpun gen meHee 40% OOIMKHOM BENTMYUHBI NATU NETHASA
BbXXKMBAEMOCTb cocTaBnseT 10%.



PEB APTPUT M

eBmatongHbin apTput (PJ1) — XpoHuyeckoe cuctemHoe 3aboneBaHne
COEeANHNTENbHOW TKaHU C NPOrpeccupyoLLM nopaxeHnem npenmyLLecTBeHHO
nepugepnyecknx (CMHOBMarnbHbIX) CyCTaBOB MO TUMY CUMMETPUYHOIO
NporpeccupytoLLero 3po3unBito-4eCTPYKTUBHOMO NOnMmMapTpuTa, a B paae criyvyaeB —
C XapaKTepHbIMU BHECYCTaBHbIMU NopaxeHnamu.PA aBnsetTca oaHUM m3
Hanbornee YacTo BcTpevatowmxcs 3abonesa- Hum u3 rpynnel ABCT, coctaBnss
10% cpeaun Hux. XKeHwmnHbl bonetoT B 3—5 pas valle, Yem My>x4mnHbl (HacoHos E.J1.
n coanrT., 2008]. CpeaHuin Bo3pacT aebroTa 3aboneBaHns Ans XXeHLLUH CocTaBnseT
40,8 roga, a ans My>xdnH — 44,6 roga.ATnosiorusa n paktopbl puckadTmonorna PA
00 HacTosLLEero BpeMeHu octaeTtcs HenssecTHoOW. K dpakTtopam pucka,
onpeaensarLLnM NpeapacnorioXXeHHOCTb K pa3BuTuo nerodHoro domndposa npu PA,
OTHOCAT Hanuyue y nauneHToB aHTUINeHOB rMaBHOro KoMmnsiekca
rMCTOCOBMECTMMOCTU B8 1 Dw3 1 BbICOKME TUTPbI pEBMaTOUAHOro doaktopa [Mori
S. et al., 2008) B cbiBOpOTKE KpoBU. OAHAKO UMEKTCS HAabnoaeHns, B KOTOPbIX
OTMeYaeTcd pasBuUTue MHTEPCTULM- aribHOro NopaXXeHUa Nerknx y
cepoHeraTuBHbIX 6onbHbIX [BorgaHos A.H., 1998]. HekoTopble aBTOpPbl OTHOCAT K
dakTopam pucka, CrnocobCTBYOLLNM Pa3BUTUID MHTEPCTULINANBHOIO NOPaXXeHUs
nerkmx npu PA, — kypeHune Tabaka [Patel R.R., Ryu J.H., Vassallo R., 2008J,
NCrMosfib30BaHMUE MeToTpeKcaTa aAnsd rnevyeHusa PA 1 BbICOKME arnbBeOonapHbIe
KoHUeHTpaunn NOH-y n TGF-p,



K oCHOBHbLIM NpeanonoraemMsiM NpUYMHaM (TOYHbIE eLle He N3BECTHbI) peBMaTUOLHOro
apTpuTa OTHOCHAT:

[eHeTuYeckne. CBA3aHbl C HAPYLLEHUSIMU HEKOTOPbIX reHoB. OCOBEHHO 3TO KacaeTcs Tex 13
HUX, KOTOpble OTBeYaloT 3a NpoTekaHne UMMYHHbIX NPOLECCOB.

NHgbekumoHHble. Bce BUpYChI B NpoLiecce CBOEro XXM3HEHHOrO LiKKNa BCTpanBakTCA B reHOM
KITETOK. OTO CO34a€ET YCroBUS ANS ero NnoBpexaeHus. 3HadunT — pasBuUTUA aHOMarnum reHa co
BCEMU BbITEKAIOLLIMMWM OTCIOA4A NOCHEeLCTBUAMMN.

dakTopbl BHELLHEN cpeabl. nuTenbHoe nepeoxnaxneHne v neperpesaHne MOXET Bbi3BaTb
cboun B pabote MMMyHHOWN cucteme. K nogobHbIM HapyLLEHNAM NPUBOAAT:

Pagnauus

Anbl pasnuyHon npupoabl

Xnmunyeckune coegmnHenus. Tak nog 4encTBUEM MOCTOAHHON MHTOKCUKALIMKN CONSIMU TSXKENbIX
METasINoOB M UX NAPOB MOXET, PE3BUTCS NOpaxeHue Nerkux npmu peemaTtomgHomM apTpuTe.
[oOpMOHarnbHble HapyLweHnd. Hanpumep, knumakce n abopTol. B Tom 1 gpyrom criydae
NPOUCXOANT HapyLLUEHNE HOPMAaSibHOro rOPMoOHanbHoOro goHa. Yto MoxeT gatb coon B
paboTe MHOIMX OpraHoOB U CUCTEM.



TamoezeHe3 u KiTuHUKa nopakxeHuu sie2Kkux

MexaHn3m noBpeXxXaeHns JIerOMHOM TKaHW Npu peBMaToOMgHOM apTpUTe Ha NepBbIX aTanax
CXOX C TaKOBbIM B CaMuX cycTaBax. LinpkynupytoLime UMMYHHbIE KOMMIIEKChI Yepes
COCYOMCTYHO CTEHKY MPOHMKAIOT B CTEHKY anbBeosi, BpOHXO0B 1 Tpaxen. Tam OHn
NPUKPENSIAIOTCS K KOSnareHy 1 3anyckarT pasfindHble XMMUYECKNE peakunmn. 3To B
KOHEYHOM 1TOore NpUBOAUT K NOBPEXOEHNIO CIIM3NCTOMN.

[anbHenwmnin npouecc NAeT OTNNYMUTESTIbHOIo OT PeBMaToOMAHOro apTpuTa. B abixaternbHbixX
NyTAX KpOMe ayTOMMMYHHOI0O acenTUYeCcKoro npouecca NnponcxoauT npucoeanHeHme
Kriaccm4eckoro MHEeKUMOHHOro BocnaneHmne. Ho oHo npuobpeTtaeT 3aTsKHOW U XPOHUYECKUI
xapakTtep. [Mpnyem, 060CTPEHUS XPOHUYECKMX JNTErOYHbIX 3ab0ofieBaHni cCoBnagatoT C
nepuogamu akTUBHOCTU peBMaTOUAHOIo apTpuTa

K OCHOBHbIM BPOHX0O-NEro4HbIM NOPaXKEHUAM NMPU peBMaToMaHOM apTPUTE OTHOCAT:
XpOHNYECKNN BPOHXNT

XpoHun4yeckast 06CTpyKTMBHAA 601€3Hb Nerku

IMdpusema

[nesput

[MHeBMOHUKS



KnuHuka ne2o4HbIX OCI/I0)KHEeHUU

PasuTenbHbIX OTANYNK MEXOY CaMOCTOATENbHbIMU BPOHX0-NEeroYHbIM 3aboneBaHNSIMU U
NopaXeHNAMN NErknx NPy peBMaTongHOM apTpuUTe HET. 3anUCKITIOYEHNEM ABYX IaBHbIX
COCTaBMAKOLLNX.

NmeeTcs cBa3b 3aboneBaHusi U peBMaToMaHOro apTpuTa

TeyeHne 3aboneBaHns TPyOHO NogAaeTcsa Tepanmn TpaguuMoHHbIMY CpeacTBamMm, JatoLmx
NONOXUTENBbHLIN 3QMEKT B JIEYEHUN «MPOCTLIX» NATONOIMN.

[THEBMOHUS. XapaKTepuayeTcs Kalumnem ¢ MOKPOTOM (OHa OT 6eoro, Ha HayanbHbIX aTanax,
00 pXXaBoro Ha cTaaunmn paspeLleHuna 3aboneBanmns), nuxopagkon oo 38,5-39° 1 ABNEeHNAMN
MHTOKCMKauun. 1o cnabocTb, rofiloBHas 605b, COHNUBOCTb, NOTEPs anneTuTa. Bece
CUMMTOMbI Bblpa)XEHbl B pa3HOW CTENEHN Y Pa3SINYHbIX OOMNbHbIX.



BpoHxuT. lNpn peBmaTongHOM apTpuTe DbICTPO NPNOBPETAET XPOHMUYECKOE TedeHne. [1eboT
3aboneBaHus Ha4UNMHaEeTCcA knaccuyeckn. «Cyxon» Kallenb nepBbixX 1-3 AHEN CMEHSAETCS
«BrnaxHbIiM». MOKpOTa OT XenToBaToro o cepo-3eneHoro useta. [oBbilweHna TemnepaTypsbl
Tena He xapakTepHo. OCTpbI OPOHXUT NPOTEKAET B TeHeHUN 2-X Hegenb Makcumym. O ero
XPOHNYECKOM TeYEHNN MOXXHO CyaNTb CrioBaMu camux nyrnbmMoHororos. Kawiens 6ornee 2-x
Hedenb, 2 1 bornee pasa B rofd, 3a 2 roga nogpsa,.

XpoHun4yeckas obCcTpyKTUBHaAA 60s1e€3Hb NEerkux pasBmMBaeTCs NOCTENEHHO. XapaKkTepHbIMU ee
cMMNTOMaMu ABNSAKOTCA Nepuoabl Kawwna ¢ anmsogamm yayuwbd. OHO BO3HMKAET B pesyribraTte
crna3sma 6poHxoB. Takke xapakTepHO Hann4ne TpyaHOOTAENIEMON MOKPOTHI.

IMpunsema ABseTcsa pesynbTaToM XPOHNYECKOro OpOHXNTa U XPOHMYECKON OBCTPYKTUBHOM
bonesHu nerkux. He 3aBUCMMO OT €€ NMPUPOAbI, XapakTepHbIM NPU3HAKOM ABNSETCA Hanm4mne
OLbILLKN.

[MneBpuT. BonbHOro 6ecnoKonNT «Cyxon» Kallenb 1 60nu B rpyaHOM KIETKE CO CTOPOHbI
nopaxeHuns. bonm ocobeHHO cunbHbI Npu rNyOOKOM AbixaHuu 1 Kalune. B cnyyae passutugd
rmapoTopakca (KMAKoCTb B nreBpanibHOM NonocTu) npucoeanHseTcsa ogbiwka.B nobom
cny4vae nopaxeHue nerknmx npyv peBMaTtongHoM apTpuTte nogpasymMmeBaeT Kpome
TPaaUMOHHbIX CPEACTB UCMONb30BaHME LMTOCTATMKOB 1 MPOTUBOBOCNANTUTENbHbIX
npenaparTos.



JleveHune knnHunyeckn sHadnmbix popm PA-UT pekomeHayeTcs HaumHaTb C npuema
KOPTMKOCTEPOMOO0B BHYTPb (NPeAHU30M0H 0,5 Mr/Kkr/cyT B TedeHne 1-3 mecaues) [21]. [pu
yrny4dLweHun, NoATBEPK4aeMOM MNOSTOXUTENBHON AVHAMUKOWN PYHKLMOHASBbHbLIX U
PEHTreHONorM4yecknx nokasatenen, 4osa NnpegHm3onoHa MoXeT BbiTb CHUXXeHa 0 10 Mr/cyT
nnn 20 mr/cyT Yyepes geHb. [pn OTCYyTCTBUM MONOXUTENBHOW AUHAMUKA B COCTOSTHUM
60onbHOro Ha YoHE YMEPEHHbIX 403 NepoparnbHbIX CTEPONAOB, LeniecoobpasHo OLEHNTb

9P PEKTUBHOCTL NX KOMOUHALMK C UMMYHOoLenpeccaHTamu . B nogobHbIX criydaax npu
nevyeHnm nanonaTnyeckoro nerovyHoro pudposa (AJ1P) n Hecneuymdunyeckon
nHTepctuumnanoHom nHeemoHun (HUI) ncnonbsyetcs coyetaHme npegHusonoHa (0,5
MI/Kr/CyT CO CHUXEeHMEM 3a 3 Mecsila o 0,125 Mr/kr/cyT) n azatmonpuHa (2—3 mMr/kr/cyT,
MaKkcumanbHas gosa 150 Mr/cyT) . YKasaHHble MegMKaMeHTO3HbIe PeXMMbl MOTYT CbirpaTb
NOMOXUTENBbHYIO POsib U B neveHumn 6onbHbix PA-UTN. HazHayeHne BbICOKMX 403 CTEPOMAOB B
BUAE MOHOTEpanun He pekomMeHayeTcsl, 0COOEHHO Y BOSbHbIX C BblpaXXeHHbIM MbpPO30M
(rmcTonornveckn BepudmunpoBaHHasa obbluHas MHTepCTULManbHast MHEBMOHUS NI SIBHAS
«COTOBadA» TpaHcopmauus fierodHon TkaHm no gaHHelm MCKT) .

[MpeonprHUMalroTCAa NOnbITKN ncnonb3osBaHUs B nedeHnn PA-UTT v gpyrnx
NMMYHOLENPEeCCaHTOB U BUONOrMYECKNX areHToB, B TOM YMCIEe LMKnocnopuHa A u
aHTaroHucToB TNF-anbda, ogHako Bonpoc 06 nx addekTMBHOCTU N 6e30MacHOCTMN OCTaeTCs
OTKPbITLIM . iMetoTcs coobLleHunst o 6ornbLuen YacToTe BPOHXONErovHbIX MHAEKLNA N O
clnyyaax pynbMuHaHTHOro nporpeccuposanuga PA-UM y nauneHToB, nony4vyasLumx Tepanuio
BronornyecknmMmmn areHTamm



