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Pesiome

Mpy MHOTKX PeBMaTUYECKNX 3a00NeBaHNAX BbIABASAIOTCA MPU3HAKM NOPaXKeHUs MoYek.
OnpepgeneHune xapakTepa NoyeyHbiX MNOBPeXAeHUI TpebyeT NpaBUNbHON MHTepRpeTa-
LMK KIIMHUYECKON CUTYaLuK, Pe3ysibTaToB IabopaTOPHbIX M MHCTPYMEHTaIbHbIX METO0B
NCCNIe0BaHNsA, a TakKe TECHOTO MEXAMCLMMIMHAPHOIO COTPYAHMYECTBA PEBMATOONA,
Hedponora 1 KAMHUYeckoro natomopgorora. B ctatbe NpeacTaBneHo onvcaHve Bapu-
QHTOB MOPAXXEHUA MOYEK C KPaTKUMUN peKoMeHAAUMAMMN Mo NPUHLUNaM BEAeHUA nauym-
€HTOB.
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Abstract

Many rheumatic diseases present signs of kidney damage. Determining the nature of renal
damage requires a correct interpretation of the clinical situation, the results of laboratory
and instrumental research methods, as well as close interdisciplinary cooperation
between a rheumatologist, a nephrologist, and a clinical pathologist. The article presents
a description of the variants of kidney damage with brief recommendations on the
principles of patient management.
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OcobeHHOCTH nopa*xeHna NoYyeK y naymeHToB C peBMaTnyeCcknmmn 3aboneBaHMAMM

BBepeHne

Mpy MHOTMX peBMaTMYECKNX 3ab0NieBaHNAX C 6OMbLION YaCTOTON BbISBASIOTCA NpU-
3HaKM Mopa)keHusa noyek. VIx npoABneHnA BapbupyOT OT OTAENbHbIX HE3HAUUTENbHbIX
CUMMTOMOB, He COMPOBOXAAIOLLMXCA HapyLueHeM GYHKLMOHAIbHOTO COCTOSIHUA MOYeEK,
[0 CJlyyaeB, Korga novyeyHas CMMNTOMAaTUKA BblABUIAeTCA Ha NePBbIN NaH 1 MOXET onpe-
LEenATb TAXKECTb M MPOrHO3 OCHOBHOrO 3aboneBaHuA. Hanprmep, natonorna noyek ogHMM
13 Hambonee 3HAYMMBIX MPOSBNEHUA CACTEMHOWM KPACHOW BOJIYAHKM, KaphWHaJIbHbIM
06pa3om BnMAET Ha NPOrHO3 NPY CUCTEMHOM CKepo3e, CITYXXMT HEOTbeMIIEMOIN YacTbio
KNMHNYECKON KapTWHbl GONbLUNMHCTBA CUCTEMHbIX BaCKY/INTOB, MOXET OCNOXHATbL TeueHne
PEBMATOMAHOIO apTPUTa, CMELIAHHOMO 3ab0eBaHNA COeAVHUTENBbHON TKaHW, CMHAPOMa
LerpeHa n noparpol. OnpegeneHrie xapakTtepa NoYeUHbIX NOBPEXAEHUN TpebyeT npa-
BUJIbHOWM MHTEpNpeTaLmmn KNNHUYECKOW CUTYaLMK, Pe3yNbTaToB NabopaTopHbIX U MHCTPY-
MeHTaJIbHbIX METOA0B NCCNEAOBAHNA, @ TaKXKe TECHOrO MeXKANCLMMANHAPHOIO COTPYAHN-
yecTBa peBmaTosora, Hedponora 1 KNMHM4Yeckoro natomopdonora [1].

PeBmaTunueckne 3aboneBaHus N XpoHUYeckas 6onesHb noyek (XBI) yacto coyetatoT-
CA 1 WMPOKO pacnpoCTpaHeHbl B MOMYyNALMM, B CBA3M C YeM PEBMATONON CTaIKMBaOTCA
C CONYTCTBYIOLLEN NOYEeYHON NaTosiornen y CBOMX nauyneHToB. PacnpoctpaHeHHocTb XbBI1
B o6Lien nonynAumMn coctaBnsieT oT 6 Ao 20%, B TOM Yncsie ee No3gHUx ctagui (36-5) —
Ao 8%. No nmeowmMca gaHHbIM, nouTn y 18% nauneHToB, Npoxo4AaWwmnx CTaLoOHapHoe
neyeHne B peBMaToNIOrMyecKnx oTaeNneHmaAx, CKopocTb Knyboukoson dunstpauun (CKO)
coctaBnaeTt meHee 60 mn/munH. Hanuume XBIN yacTo CBA3aHO CO 3HAUMTENIbHbLIM yXYALUe-
HMEM KayecTBa »KWU3HW, BbICOKON CMEPTHOCTbIO, @ B TEPMUHANIbHOWN CTagun NPUBOAUT K
Heob6XxoANMOCTY MPUMEHEHUS [OPOrOCTOAMX METOLOB 3aMECTUTENbHOWN NMOYeUYHOoN Te-
panuun — grnannsa u nepecagky noukm [2].

OpHow u3 npuuunH pas3sutua XBI AaBnAeTca rpynna BTOPWYHbIX Hedponatun, cBaA-
3aHHbIX C PEBMATOIOrMYEeCKUMY 3a60NIEBaHNAMM, YacTOTa KOTOPbIX B 06LLEN CTPYKType
OCTAEeTCA [0 KOHLA He 13yYeHHON. O 3HaUMMOCTU CBUAETENIbCTBYET 6ObLLOE KONIMYECTBO
Ho3onornyecknx Gopm peBmaTmyeckrx 3aboneBaHuUn, CONPOBOXKAAIOLLMXCA NATONOrMen
nouek, a TakxKe BNUAHME MOYEUYHOrO NOBPEXAEHUA Ha TeYeHWe, MPOrHO3 1 MeTOAbI NPO-
BoAnmon Tepanum [3].

MNMopakeHne noyekK y Ny, C peBMaTUYECKMMU 3ab60neBaHNAMY MOXET ObiTb CBA3AHO
KaK C camol 6one3Hbto, Tak U C NPUMEHEHUEM NEKAPCTBEHHbIX CPeACTB. ITO KacaeTca
MHOIMX TaK Ha3blBaembix 6a3UCHbIX CPEACTB, HECTEPOUIHbIX NMPOTUBOBOCMANIUTENbHbBIX
cpeacts (HMNBC) n gp. NMaTonorma noyek NpoABAAETCA LMPOKNM CNEKTPOM KINHUYECKNX
N3MEHEeHNI — OT 6eCCMMMTOMHbBIX OTKITOHEHWI B aHaNM3aX MOUYU 0 PA3BUTUA TAXKENON,
YrpOXatoLLel *KM3HM NoYeyHon HeJocTaTouHOCTU. Hedponor BmecTe ¢ peBMaTonorom
UrpaeT KoYeBYH0 POJib HEe TOSIbKO B MOCTAaHOBKEe AMarHo3a 1 pa3paboTke COOTBETCTBYI0-
LMX METOAOB NEYEHNA B OCTPON CTaguu 3aboneBaHus, HO 1 B BEAEHUM TaKUX NaLMEeHTOB
1 npodurnakTnke JONroCpPoYHbIX ocoxHeHnn XbI1, oTcpouke npoBeaeHUA 3aMeCcTUTESNb-
HoW noyeyHou Tepanun. C opyron CTOpoHbI, y nauueHToB ¢ XBI1 Takxke MOryT pa3suBaTh-
CA CUMMTOMbI MOPa)KeHnA ONOPHO-ABMraTeNIbHOro annapata, KoTopble cnefgyeTt oTMyaTh
OT NePBUYHOIO PEBMATONOMMYECKOTO 3abosieBaHmA.

KnuHunueckne oco6eHHOCTU TeueHUs

HenocpepacteeHHOe BNVAHME OCHOBHOMO 3ab0eBaHNA Ha MOYEYHYI0 TKaHb ABNAETCA,
6e3yC/IOBHO, CaMOW PacnpOCTpPaHEHHOW NPUYMHON MOPAXKEHUA NOYEK NPY peBmMaTnye-
CKuUx 6onesHsx. MNpy 3ToM B NATONOMMUYECKUiA NPOLIECC MOFYT BOBJIEKATHCA Pa3fiMyHble
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CTPYKTYpbl HedpoHa 1 NoYeyHon TKaHU. HekoTopble 3aboneBaHna NEPBUYHO NOpaXKatoT
npeumyLLecTBeHHO KybouKy noyek (HanprmMep, BONYaHOUHbIN HedppWT), B TO Bpems Kak
Apyrve BAnAloT Ha Mmenkne (cuctemHbin AHLLA-accoLmmpoBaHHBbIl BacKynuT) 6o Kpyn-
Hble cocyfbl (Hecneundunuecknii aOpTOaPTEPUUT) NOYEK UKW 3aTParMBatoT rmaBHbIM 06-
pa3oM TyOynonHTepCTMLNaNbHbI KOMMNOHEHT (NepBUYHbIN cHapom LWerpeHa). Mo mepe
NporpeccrpoBaHnA NaToNIOrMYeCcKoro npouecca B Noykax NpouCXofauT BOBReYeHue U
LOpyrux cTpyKTyp. B page cnyyaeB yyacTve noyek CBA3aHO C ANUTENBHO CYLLECTBYIOLNM
COCTOAHNEM XPOHUYECKOro BOCMNaNeHus (Hanprmep, BTOPUYHBIA aMUnonao3 unm ycko-
PEeHHbIN aTepoCKnepo3 COCyAoB noyek) [4].

CucTteMHas KpacHas Bon4YaHKa

Bblpa)eHHOCTb KNMHMYECKMX NPOABNEHNIA N TeYeHMEe CUCTEMHOW KPacHOW BONYAaHKU
(CKB) KpalHe n3meHuYBbl — OT apTParni N KOMHbIX BbICbINAHWI [0 YTPOXKaOLLMX KU3HN
COCTOAHUI C TAXKENbIM HapyLUeHeM GYHKLMM NOoYeK 1 LeHTPanbHON HEPBHOW CUCTEMBDI.
Cpegan pa3nnyHbix opraHHbix nopaxxeHuin npyn CKB BoBneyeHne B Natonormyeckunin npo-
Liecc noyek cumTaeTca oiHMM U3 Hanbosee YacTbIX U B TO Xe BpeMA Hanbosnee cepbe3HbixX
ocnoXxHeHun. MNpy cnyyanHom BbIGOpKE U3MEHEHNA B aHanM3ax MOUYM WAWN HapylueHune
bYHKUMM Noyek oTMeuatoTca B xofe 3aboneaHus y 25-50% nauneHTtoB ¢ CKB, a no He-
KOTOPbIM faHHbIM — Aaxke 75-80%. MNocne yctaHoBneHuA grnarHo3a CKB BolyaHOUHbIN He-
¢puTt (BH) pa3BmBaeTca, Kak NpaBumno, B TeueHue 3 net [5].

Hannune BH npegnonaraet xyaLyo BbKMBaeMOCTb MO CPaBHEHMIO C NauneHTamu 6e3
HebpwuTa, NpUYem NPUUNHON CMepTUn ABNAIOTCA GaKTopbl, CBA3aHHbIE KaK C 3aboneBaHU-
eMm, Tak 1 C NPOBOAMMbBIM neveHrem. 10- 1 20-NeTHAA BbIXKMBAEMOCTb (noveyHaa u/unm
nauuneHToB) cocTaBnsAeT okono 70 n 60% cooTeeTCcTBEHHO [6]. [pucyTCTBME Y NaLMeHTOB
¢ CKB BH obycnosnuBaeT BbICOKYI0 3ab0neBaemocTb 1 CMEPTHOCTb, MOCKONbKY pa3Bu-
Tie MOYEYHOWN HeJOCTaTOYHOCTM accoumnmpyeTca ¢ GONbLUUMM KONMMYECTBOM BTOPUYHbIX
OCJIOXKHEHMI, CBA3AHHbIX, MpeX e BCero, C cepaeyvHo-cocyamncTon cuctemon. lNo cpaBHe-
HUO C nuuammn 6e3 nopaxkeHmsa nodek BH accouuupyetca ¢ aByKpaTHbIM yBennyeHnem
3aboneBaemMoCT U CMEPTHOCTU U YeTblPEXKPATHbIM — Y JINL, MONyYaloLWwmnx noYyeyHo-3a-
MecTuTenbHyto Tepanuio [7].

BH npepcraBnaet cobom TMNMUYHOE UMMYHOKOMMEKCHOE NopaxeHue noyek. KnmHu-
Ko-nabopaTopHble nposasneHna BH He oTnnyaloTcA OT TakoBbIX NPy HepponaTuax Apy-
roro NPOVCXOXAEHWsA, B CBA3M C YeM MOTYT BO3HMKaTb AUArHOCTUYECKne TPyAHOCTU,
0CcobeHHO Npu noyeyHom febtoTe BonyaHKW. BeprndrKkauma guarHosa BO3MOXHa TOSIbKO
nocne npoBefeHnA NoYeYHoM 61MoNCKmM 1 JoKa3aTelbCTBa UMMYHOKOMMIEKCHOTO MPOUC-
XOX[AeHUA HedpurTa C XxapakTepHol Mopdonormyeckon KapTnHo [8].

BH ocobeHHO uyacTo nposBnseTcA B 60onee MONOAOM BO3pacTe, KOrga pasnuuua
B YpOBHe 3a060/1€eBaEMOCTM MEXAY MY>KUMHAMU U >KEHLUHAMN MeHee CyLeCTBEHHbI.
MpoaBneHUA NoyeyHoM NAaToNOrMmM YacTo HecrneundUYHbI, y HEKOTOPbIX NaLUEHTOB C Me-
3aHrnonponundepaTUBHbLIM 1 faxe MeEMOPaHO3HbIM FNIOMepPYNOHepPUTOM U3MEHEHNA B
aHanm3ax Mouy MOTyT OTCYTCTBOBaTb UM UMeTb Hecneunduryeckuin xapakrep. BH obbiu-
HO NpPOABNAETCA NPOTEUHYPUEN W, NPU ee HapacTaHMK, NpU3HakamMu HebpoTUUeCcKoro
CUHAPOMa, KIUHMYECKU HEOTIMYMMOro OT HedpOoTMUYEeCKOro CMHAPOMA, BbI3BaHHOMO
Apyrumu nprunHamn. Cpegm ocnoxHeHuin HedpoTryeckoro cuHgpoma npu CKB otnuum-
TeNIbHOM 0COBEHHOCTBIO ABMAETCA CKNOHHOCTb K YCKOPEHHOMY Pa3BUTUIO aTePOCKNepo-
3a 1 Tpom06O3y MoyeuHbIX BeH. [lpyrum xapakTepHbiM NpusHakom BH agnaetca Hannumne
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MUKporemaTypuu, MakporemMaTypus BCTPeYaeTca pefko 1 NoYTU UCKIYNTENbHO B AeT-
CcKoMm Bo3pacte. [pn HanMuMU akKTMBHOIO MOYEBOIO OCafKa Yy KaXKAoro TpeTbero nauu-
eHTa obHapyXunBaeTca LUNMHAPYpUa (B OCHOBHOM 3ePHUCTbIE LUMANHAPDI). YacTbiM npu-
3HaKoOM no4yeyHon natonorum Asnsaetca Al, BbiABnAeman y 55% nauyueHTtos ¢ BH IV mop-
donorumyeckoro knacca.

B HacTosAlee Bpema He cyulecTBYeT H1IOMapKepoB, KOTOpble MOMN 6bl 4OCTOBEPHO
npepackasatb pa3BuTre BH y Toro nnm nHoro nauymeHTa. ECTb gaHHble, UTO BbiABIEHME NO-
BbllweHHoro TnTpa aHTuTen K U1-snRNP (aHTuTena k U1-pmnboHykneonpoTternaam cneumou-
YecKnx ayToaHTuTen K puboHykneonpoTtenHy), C1g-KOMMNOHEHTY CUCTEMbI KOMIMJIEMEHTA,
BPOXAEHHbIN AedMUUT KOMMNIEMeHTa NN BbICOKME YPOBHU aHTUTEN K ABYCNMPanbHON
OHK accounnpytotca ¢ 6onblueil BEpOATHOCTbIO BO3SHVKHOBEHMA 1 NPOrpeccupoBaHins
HedpwuTa npu CKB.

MauneHtam ¢ BH npu Hanuuum nameHeHWn Co CTOPOHbI NOYEK, TaKNX Kak MOBbILIEH-
HbI ypOBEHb KpeaTMHUHA KPOBU MM NaTonornyeckme aHanusbl Mouu, TpebyeTca npose-
[eHune aanbHenwen AnarHoCTUKK, Tak KaK YKa3aHHble NPOABAEHUA MOTYT GbITb CBA3aHbI C
LpYyroi Npupoaon nopakeHns noyek (tabn. 1) [9].

Ta6bnuua 1
Bupbl NoYeyHbIX NOPa)KeHMNI y NALMIeHTOB C CUCTEMHOI KpacHOI BONYaHKOM
Table 1
Types of renal lesions in patients with systemic lupus erythematosus
MMMyHOKOMMAEKCHBbIi FioMmepynoHedpurT (BONUYaHOUHBIN HeppunT)
MMMyHOKOMMAEKCHbI TyOynonHTepCTULMaNbHbI HebpuT
MwuHVManbHble U3MEHEHUSA C HEGPOTUYECKMM CUHAPOMOM (NogounTonaTs)
TpomboTryeckas MUKpOaHr1onaTus
Ty6ynovHTepcTULManbHoe 3aboneBaHue, Bbi3BaHHOE BOCXOAsALEeN UHPeKLmen
OnnopTyHUCTUYECKne HbEKLMM Noyek
MoparkeHrie NoYek, Bbi3BaHHOE BIMSIHEM HEPPOTOKCUMYECKIX NIEKAPCTBEHHbIX CPEACTB

MoparkeHre Noyek, CBsI3aHHOE C COMYTCTBYIOLMMU 3a60eBaHUAMY (Hanpumep, apTepuranbHas rmnepTeH3ns
N caxapHblii fuaber)

Amnnongos

Ta6bnuua 2

Knaccndukauma nionyc-Hedpputa
Table 2

Classification of lupus nephritis

Knacc  Onucanue lcTonornyeckne pesynbratbl
. HopmanbHas ructonorua (Xota UMMyHHble KOMMeKCbl HOrAa
Me3aHruanbHbii HedppuT € M- N .
| MOXHO YBUAETb NPY UMMYHOGIOOPECLIEHTHON UM SNEKTPOHHOM
HUMaSIbHBIMN U3MEHEHNAMM
MUKPOCKONUN)
I Me3saHruanbHbI nponudepa- | IMMyHHble KOMMIEKCbl ONpeAenAoTCA TOIbKO B Me3aHIK, yBenu-
TUBHbIN HeppnT YeHHOe KOIMYeCTBO Me3aHrasbHbIX KNeToK
. . | DHOOKANUANAPHAA 1 SKCTPaKanuNApHan KneTouHasa nponmdepa-
Ouarosbiit nponndepaTUBHbIN A p op P ponugep
1] uvs 1 BocnaneHue B <50% rinomepys, 06bIYHO NPV CErMeHTapHOM
rnomepynoHedput
pacnpegeneHmu
v AunddysHbii nponndepaTns- | SHAOKaNUANAPHAA 1 SKCTPaKanunApHaa KneToyHaa nponvndepa-
HbI roMepysioHeppUT LA 1 Bocnanexue B >50% rnomepyn
Vv Mem6paHo3HbI Fomepyno- | YTosnueHue 6asanbHoi MembpaHbl Kiybouka ¢ cybanutenuanbHbiM
Hedput 1 HTPameMbpaHO3HbIM HaKoMIeHneM MMMYHHbIX KOMMNIEeKCOB
Cknepo3supytoLnin rnomepy-
Vi posnpytow Py Cknepo3 >90% rnomepynAapHbIX KaNnUIIAPOB
noxnedbput
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Broncua noukn ABNAETCA BaXXHOW AMAarHOCTUYECKOWN npolenypoli B npolecce Ha-
6ntofeHna naumeHToB ¢ CKB. OHa oTBevaeT Ha BakHble BOMPOCHI, Kacalowmecs TekyLle-
ro COCTOSIHMA NOYEK 1 [ONITOBPEMEHHOrO NPOrHO3a, a TakxKe obecneymBaeT NaUmneHTy ¢
BOJIYaHKOW NPAMYIO OLIEHKY CTENEHN BOBEUYEHHOCTY B MATONIOrMYECKUI NPoLecc noyek,
KOTOpas ABNAETCA HE3aBMCUMOW OT KIUHWYECKMX MPOABNEHWIA W, C/lefoBaTeNibHO, He
MO>KeT 6bITb NpefAcKa3aHa Ha OCHOBaHWUW KIIMHUYECKKX 1 NabopaTopHbiX AaHHbIX. Knac-
cndukauma BH, paspabotaHHas B 2003 r. MexgyHapoaHbIM 06LecTBOM Hedpooros 1
ObuwectBom natonoruu nouek (International Society of Nephrology / Renal Pathology
Society — ISN/RPS), no3sonseT oLeHUTb Tepanuio, HanpasfieHHYo Ha cneuuduyeckoe no-
BpeXaeHue, n NporHos (Tabn. 2) [10].

Mpwu CKB knuHuko-nabopaTopHble NpoasneHua BH (npexae Bcero, NoBbileHMe YPOB-
HA KpeaTUHMHa CbIBOPOTKM KPOBU 1 N3MEHEHUSA B aHann3ax Moun) He Bcerga MoryT Ha-
XOAuTb OTpaxeHwue B cyulecTByowen knaccndukaumm ISN/RPS. B Heln He yuTeH pag m3-
MEHEHMWI, HaNpPUMep MUHUMasbHbIE N3MEHEHUA C HeGPOTMUYECKNM CUHAPOMOM (nogo-
uuTonaTuaA) U TpomboTMUEeCKasas MUKPOAHTMONATUA, @ TakXKe N3MEHEHUA, He CBA3aHHble
HanpAmyto ¢ akTBHOCTbio CKB. lMpur 3TOM B HacTosLLiee Bpems YCTaHOBNEHO, YTO YacToTa
BCTpeyYaemMoCTv TPOMOOTYECKOW MUKpoaHronatim Ha ¢oHe CKB Bblille, YeM cunTanochb
paHee. IMEHHO NO3TOMY OOBbEKTMBHAA OLieHKa MOYEeYHO NaToNorMm Npm BonyaHKe Tpe-
6yeT npoBefeHna Hedpobroncum (MHoraa NOBTOPHOW) ANA pelleHna Bonpoca o Bbibope
Tepanuu.

Y naymenHToB c lll n IV mopdonornyecknmun knaccamm BH (nponudepatreHbie Gopmbl
HedpuTa) MOTyT OTMEUATLCA NIMLLb HE3HAUNTENIbHbIE M3MEHEHMA B aHaNIM3ax MoYU, Takue
Kak MMKporemaTypusa uam HesHauntenbHaa npotemHypua ot 0,2 go 0,5 r/cyT [11]. Kpome
TOro, peBmatonioram (Kak u Hedposnoram) Heobxoamrma nonHaa MHGopmaLma o npouec-
cax, MPONCXOAALWNX B TKAHW NoYeK, cornacHo knaccndukauyum ISN/RPS, B yacTHOCTU MH-
LEKCbl akTUBHOCTU 1 XpoHU3auun. Tak, Tonbko llI-V knaccbl BH, cornacHo knaccndumkayum
ISN/RPS, ¢ cooTBeTCTBYIOLLEN aKTMBHOCTbIO NpoLecca NoaBepeHbl PUCKY NPOrpeccnpo-
BaHMA NOYEYHOW HEJOCTaTOYHOCTM U MO 3TON NpuyKHe TpebytoT 3ddeKTNBHOro Nprme-
HeHUA cpefCcTB MMMYHOCYNpPecCcMBHON Tepanun. HaobopoT, npy obHapyXeHnn HN3KON
BOCMaNMTENbHOWN aKTUBHOCTU B TKaHN NMOYEK MOXXHO M36exaTb He0B60CHOBaHHOrO Ha3Ha-
YeHNA arpeccuBHbIX METOAO0B NneveHus. B-TpeTbux, naumeHTsl ¢ CKB MOryT UMeTb UHY0
noyeuHylo natonoruto Kpome BH, Hanpumep Tyb6ynouHTepcTULManbHbIi HeppUT nnu
TPOMOOTNYECKYIO MUKPOAHIMONaTKIO Kak NpoABieHne BTOPMYHOro aHTudochonmnuaHo-
ro cuHgpoma (ADC) [12]. Taknm o6pa3om, Heppobuoncus He ABNAETCA 0bA3aTeNbHOM ANA
noaTeBep)KaeHuA anarHosa BH, ogHako ee pe3ynbraThl MOryT CNOCO6GCTBOBATb peLleHuto
BOMpPOCa 0 HeoBXOAMMOCTU, PEXMME N ASINTENBHOCTM MMMYHOCYNPECCMBHON Tepanuu,
a Takxe onpepennTb NPOrHo3 3abonesaHna 1, cnefoBaTeNbHO, MUHUMN3MPOBATb PUCK
OCNOKHEHUI.

Mpu CKB Takxe Heo6Xo4MMO NPUHUMATbL BO BHUMaHKe BEPOATHOCTb Pa3BUTHA ayTo-
UMMYHHOTO UHTEPCTMLManbHOro HedprTta U COCYAMNCTOro NopakeHUs rnaBHbiM o6pa3om
B BUJE MUKPOaHr1nonaTuu, cBA3aHHOW ¢ Hanuumem BTopuuHoro AOC unm TpomboTmye-
CKOW TPOMOOLMTOMNEHNYECKOW Nypnypbl / reMoNUTUKO-ypemmuyeckoro cuHgpoma (TTI/
I'YC). B cnyyae nossneHnA MUKPOTPOMOOB B noyeuHbix Kanunaapax npu TTMN/TYC nnu
Tpomb03a MoyeuHbIX apTepuin U/unm BeH BcnepcTeme BTopuyHoro AQC vacTto passu-
BaeTcA ocTpoe nospexaeHue noyek (OMM). Mpu CKB TakXe MOXeT pa3BUTbCA OCTPbIN
TyO6ynonHTepCTMLManbHbIA HedPUT, CBA3AHHDLIN C OTIOXKEHMEM MMMYHHbIX KOMIMIEKCOB
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BOOJIb 6a3asibHOM MeMbpaHbl MOYEUHbIX KaHabLEB 1 He KOPPETMPYIOWMIA C HAIMUNEM 1
aKTMBHOCTbIO roMepynoHedpuTa. Y MHOTUX NALMEHTOB C BOMYAHKOW UMEIOTCS MPU3HAKNK
NPOKCMMAsbHOW 1 AUCTaNIbHOM KaHaNbLEBOW ANCOYHKLUMM, 0COBEHHO YacTO acCoLMUPO-
BaHHble C CEPONO3UTUBHOCTbIO MO aHTK-Ro U/vnu aHTK-La aHTUTEnaMm.

CunctemMHble BacKyIunTbl

CuctemHble Backynutbl (CB), koTopble obbefMHAET HanmuMe ayTOMMMYHHOrO BOC-
nanuTenbHOro npolecca B CTeHKe apTepuil, NpeacTaBnAoT cobo oueHb pasHOPOAHYO
rpynny 3aboneBaHuin, 4YacTO CONMPOBOXKAAIOLLMXCA NOopaxKeHneM nouek. Kaxabin sug CB
MMeeT CBOW BapWaHTbl NOYEYHOI NATONIOrMM B 3aBUCUMOCTM OT Kanmbpa NopakeHHOro
cocypna (aopTa, NnoyeyHble apTepuu, Ayrosble apTepum Noyek, Kanunnapbl Knybouka) [13].

CncTeMHbII BaCKYNnUT C MOpaKeHnem KpYnHbIX COCYyA0B

Hecneuudunueckun aoptoaptepunt (aptepumnt Takasacy) — BapuaHT CB c nopakeHnem
KPYMHbIX COCYAOB, BbI3blBalOLMIA FPaHyneMaTo3HOoe BOCMNaNeHe aopThl 1 ee OCHOBHbIX
BeTBel. Takoe COCyfMCToe MopaeHne MOXET NPUBECTU K CTEHO3Y MOYEeYHON apTepuu
BC/IeiCTBME 3aXBaTa BOCManeHneMm ee yCTbA U MPOKCMManbHou TpeTu. [opakeHune noyey-
HbIX apTePUN YaCTO ABNAETCA ABYCTOPOHHMM Y NPUBOAUT K peHoBacKynapHon Arl. Mpwn
Hecneundryeckom aopToapTepmumTe NMEKTCA pefKne onncaHnAa Pa3BUTUA BTOPUYHOTO
XPOHUNYECKoro rnomepynioHedpuTa yallle C yMepeHHOM Me3aHrnanbHol nponudepavmen,
a B ICKNIOUNTENbHBIX Cly4Yasx — MembpaHonponudepaTnBHOro unm rnomepynoHedpumta c
nonynyHuammn. CoobLanoch Take 0 HECKONbKMX Cilyyasax BTopuyHoro AA-amnnongosa.
Kpome Toro, MoXHo HabnogaTb niwemmyeckyto HepponaTuio, BO3HMKAIOLLYIO B pe3yJbTa-
Te CTeHO3a NoYeYHOoW apTepum.

CucTeMHbIli BaCKY/IUT C NOpa)KeHneMm COCyAOoB cpefiHero Kanubpa

Knaccuyeckum CB ¢ nopakeHnem COCyaoB CcpefHero Kanmbpa, cConpoBoXaatoLmmcs
nopa)KeHMeMm MoueK NoUTH y ABYyX TPeTeln NaLneHTOB, ABMAETCA Y3eKOBbIA NonapTepu-
ut. Mpmn 3Tom 3aboneBaHNN OTMEYAETCA CerMeHTapHoe Mopa)KeHue COCYAOB CpefHero
AMAMeTpa C SKCLEHTPUYECKUM BOCMANEHEM COCYAUCTON CTEHKM. DTN yHacTKN HEKpPO3a
CTEHKM cocyfa NpuBOAAT K GOPMUPOBAHNIO aHEBPM3M C BO3MOXHOCTBIO UX pa3pbiBa U
o6pa3oBaHMeM MaPEeHXUMATO3HbIX WM MeprpeHanbHbIX FreMaToM, YTO MOXET COMpo-
BOXJATbCA MaKporematypuei 1 60n1aMmn B NOACHWYHON o6nacTtu. Kpome Toro, umeeTcs
BEPOATHOCTb TPOMOOTMYECKON OKKJIIO3UWU COCYAOB C Pa3BUTMEM MHGDAPKTOB B TKaHM
MouKkKn. YacTbiM CUMNTOMOM Y3€JIKOBOro nonuvapTepunta aeasetca Al, KoTopas MOXeT
HabnloAaTbCA y NauMeHToB B Ntoboi neprog 3aboneBaHna 1 4acTo NPYHUMATb 3/10Ka-
UeCTBEHHbIN xapakTep. MepupeHanbHan rematoma 1 noyeyHble NHPAPKTbI MOTYT 6biTb
AMArHOCTMPOBaHbI C NMOMOLLBIO YNIbTPA3BYKOBOIO MCCIEAOBAHUA Y KOMMbIOTEPHON TO-
morpadum, ofHaKo MeTooM Bbibopa ocTaeTcs aHrmorpadusa. C nomMoLbio aHruorpadum
YCTaHaBNMBAETCA HANNUME MHOXECTBEHHbIX CTEHO30B U MUKPOAHEBPY3M BUCLEPASTbHbIX
UM NoYeyHbIX apTepuit. Mpy MOpPHONOrMYeckom NCCIeAOBaHUM NOYEK BbISBAAIOT MLLe-
MUYecKne n3MeHeHUn B KNnybouKax U1, pefiko, Npr3Haku nponndepaTmBHOro riomepyno-
HedpuTa. B ncxope nopaxkeHUs noyek — pasBuUTHe NOYEUHON HEAOCTATOYHOCTY, NPUYM-
HaMW KOTOPOWM MOTYT CNyXWUTb MHbaPKTbI MOYeK U pybLeBaHye NnapeHX1mMbl, CBA3aHHOE
CO cTeHo30M apTepuu [14]. Pa3pbiBbl aHEBPU3M CYHAIOTCA PEeAKO, OAHAKO OHU MOTYT OC-
NOXHATb Npouenypy Hebpobroncum [15].
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CuCTeMHbI BaCKY/UT C MOPa)KeHem MenKNX CoCyaoB

Cpenun CB Hanbonee yacto nopaxeHue Noyek oTMeYaeTCca B rpyrnne BacKyMTOB Men-
KMX COCYAOB, acCOLMMPOBaHHbIX C npucyTcTemem B Kposu AHLA — AHLA-accouunpo-
BaHHble Backynutbl (AAB), a TakXkKe C XPOHUYECKUMUN CKNEePO3NPYIOLMMI N3MEHEHMAMN
N B HEKOTOPbIX Ciyyasax ¢ obpasoBaHuem rpaHynem. K AAB oTHocATca rpaHynemaTos ¢
NONNAHTUUTOM, MUKPOCKONMUYECKMI MONINAHTUUT U 303MHOGUIIbHDBIN FpaHynemMaTos ¢ no-
nnaHrumTom [16].

[paHynemaTo3 C NONMaHrMUTOM NpeaCcTaBnAeT cobon Taxenbi BapuaHT AAB c nopa-
XeHrem BepXHUX AbIXaTeslbHbIX NyTel, Tpaxeu, NerkMx u noyek, CBA3aHHbIM C HEKPOTK-
YeCKMM rpaHyniemMaTo3HbiM BocnaneHnem [17]. 303nHOGUNbHBIN rpaHynemMaTo3 C Nonau-
aHTMUTOM XapaKTepusyeTca 06pa3oBaHMEM rpaHyfieM U 3HaUUTENbHOW 303MHOGUNNEN,
a TakXe Hanmumem anneprum unm 6poHxmanbHOM acTMbl U JIEFOYHbIX MHOUNBLTPATOB.

MwnKpocKonuyecKknm NoANaHrnnT — HerpaHynemarto3Hbiin CB, KoTopbiit YacTo KNnMHNYe-
CKW Y TMCTONOTNYECKM HEOTIMYMM OT 000MX BbILLEYNOMAHYTbIX TMOB. JnarHo3 ycTaHaB-
NMBAIOT Ha OCHOBaHMM OTCYTCTBUA TUMUYHBIX KNTMHUYECKUX NPU3HAKOB rpaHyemarosa C
NONNAHTUUTOM UM 303UHODUIIBHOTO rpaHyiemaTo3a C NOMaHTMUTOM, UMMYHOJIOTMYe-
CKnx ocobeHHocTen. MMKPOCKONUYECKMIA MONIMAHIUUT MOXET NoCTeneHHO TpaHchopmm-
poBaTbcA B 06a yNnomaAHyTbix 3abonesaHua [18]. AAB xapakTepu3yoTcsa BocrnaneHnem u
LEeCTPYKUMEN MeNKNX apTepuii, KanuanapoB 1 BeH.

MNMopaxeHune nouek npu AAB yacto maHndecTupyeT B BUAE MaNOVMMYHHOIO HEKPO-
TU3Mpytoulero rnomepynoHedpmuta ¢ opMmpoBaHMeEM NONYNYHUI B NMOYEUHbIX KIy6ou-
Kax, KJIMHUYeCKN MpOoABAALWEeroca OblCTPONporpeccrpyowmnm rnomepynoHedbpmuTom.
ManoummyHHbI rnomepynoHedput (pauci-immune glomerulonephritis) otnuuaetca
oT BH oTcyTcTBMEM 3HAUNTENbBHBIX OTAOMEHUA UMMYHOTNOOYINHOB NAN KOMMOHEHTOB
KomnnemeHTa B Knyboukax. Kpome Toro, Moryt otmMeuatbca apyrue mopdonormyeckue
N3MeHeHVs, Takne Kak obpa3oBaHue rpaHynem npu rpaHynemarose C NosiMaHrMmTom u
3031HOOUIbHBIA MHOUABLTPAT Y NaLMEHTOB C 303UHOGUIbHBIM FPaHyNeMaTo3oM C no-
NMaHrMUTOM. XOTA TMCTONOrMYeCKNe AaHHble B 3HAUUTENbHOWN CTENEHN OAHOTUMHbI NP
pa3Hbix AAB, B nx anuddepeHuranbHom AnarHOCTYKe NOMOralT Apyrie cucTemHble (BHe-
noueyHble) MPOABMEHNA, a TaKkXKe ceponornyeckme Tectbl. Hedpponornueckasa cumntoma-
TUKa He OTIYaeTCA MpuW pas3NnyHbIX BapuaHTax AAB 1 npoasnAeTca Mukporematypuen
(c onpegeneHnem ANCMOPGHbIX SPUTPOLUTOB, aKaHTOLIMTOB M CBEXKUX SPUTPOLIUTOB, Kak
pe3ynbraT AecTPYKTUBHOrO rnomepynoHedpuTa), NpoTenHypuen cybHedpoTmueckoro
YPOBHSA 1 6bICTPO NporpeccupytoLeil MOYeYHON He[OCTaTOYHOCTBIO.

NmmyHorno6ynuH A-cucteMHblil BaCKynuT

NmmyHOrnobynmH A-CCTEMHbI BaCKYNUT ABNAETCA OTHOCUTENIbHO PacnpoCTpaHeH-
HbIM BaCKyNMTOM COCyf0B HEGONbLIOro pa3mepa, MPOABAALMMCA NOPAKEHNEM KOXKMU,
XenynoUYHO-KMILEeYHOro TpaKTa, MoyeK 1 cycTaBoB. ITo BapuaHT AHL|A-HeraTmBHoro nei-
KOLMTOKNacTUYeckoro BackynmuTta. lNopaxeHue noyek otmeyaetca B 20-100% cnyyaes n
NpoABAAeTCA MUKporemaTypuen, makporematypuen, NpoTenHypmuen — ot He3HauuTeb-
HOW 0 HeppOTUUECKOrO YPOBHA. B page cnyyaeB Habnogaetca HebpUTUUECKUIA CUH-
L POM, COMPOBOXAAOWNIACA HapyLleHeM GYHKLNOHANbHOMO COCTOAHMA NOYeK pasnny-
HOW cTeneHun BblpaxeHHoCTK [19].

[ucTonornyeckn KapTuHa NOBPEXAEHNA Nouyek aHanornyHa IgA-Hepponatnm ¢ me-
3aHIManbHOW W 3HAOKANUANAPHOWM nponudepaumeln Npu CBETOBON MUKPOCKONUN W
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npeo6nagaHviem IgA B moyeyHbIx kKnyboukax npu nmmyHodnoopecueHumm. OTmeyatoT-
CA OTHOCUTENbHO WKpPOKUe Mopdonormyeckne NPoOABIEHNA OT O4aroBOro Me3aHrvo-
nponvuepaTMBHOro rnomepynoHedputa o HeKpoTUYeckon Gopmbl ¢ popMUpPOBaHNEM
nonynyHun. NporHo3 npu nopaxkeHnmn noyek B AETCKOM 1 NOAPOCTKOBOM BO3pacTe, Kak
npaewno, 6GnaronpuUATHbIA, OAHAKO Y B3POC/IbIX OTMeYaeTCA MporpeccMpoBaHne rnome-
pynoHedpuTa Co CHUxeHnemM GyHKLMM NoYeK 1 pa3BUTUEM TepMUHanbHOM ctagumn XBI
noutn B 10-15% cnyyaes.

Kpuorno6ynuHemnueckuii BacCKynuT

ConpoBorkaaeTca NopaxeHeM Noyek NpYMepPHO B OAHON TPETU Clyyaes C BbiABIe-
HMeM MUKporematypuu, NpoTeUHYPUN U/unn HapylweHnem GYHKLMOHaNbHOrO COCToA-
HMA noyek. Takxke MOryT HabnogaTbca HeppPUTUYECKMIN CUHAPOM, apTepuanbHas runep-
TeH3MA unu HebpoTmyecknii cuHapom. MNporpeccrpoBaHre fo Taxkenon Gopmbl Noyeu-
HOW HeOCTaTOYHOCTU Yalle BCTPEYAETCA Y MYXXUMH U NaLMEeHTOB MOXMWIIOrO BO3pacTa.
MNpoBepeHne 6uoncMm noyek obHapyXMBaeT Hanuume membpaHonponudpepaTVBHOro
rnomepynoHedpurTa C OTHOCUTENBHO UHTEHCUBHOW HENTPOPUNBLHOM U MOHOLMTAPHOM
UHMNbTPaUmen, «ABONHbIM KOHTYpOM» 6a3anbHol MeMbpaHbl KanuaiapoB MoYeYHbIX
KnybOUKOB, a BO Bpems 3Mnn3040B OCTPOro HedppUTUUECKOro CUHAPOMa — TakXKe Hanuumne
aMop®HbIX, 5031HOGUIBHBIX, PAS-MONOXNTENbHbIX OTNOXEHWU B MpocBeTe cocynos [20].

CucTeMHbIN CKNepos

KnnHnyeckn nprsHaky noyYeyHom NaTonormm He CAMLIKOM BblpakeHbl NpU CUCTEM-
HOM CKJflepo3e, OjHaKO, MO AaHHbIM ayTOMNCUN, TMCTONOMMYECKMNE N3MEHEHNA B MOYKaXx
npucyTcTBytoT B 60-80% cnyyaes [21]. TaxecTb Hepponornueckmx NposaBneHnn Bapbu-
pyeT OT YMepPeHHOro CyOKINHNYECKOTO CHUMXEHNA NOYEYHOro KPOBOTOKa C MUHMMaIb-
HbIMWM CMMNTOMamMW A0 3nokKayectBeHHON Al m 6bICTPO Nporpeccupytoleil NoYeyHoOn
HeJOoCTaTOYHOCTHM (CKnepoaepMUYEeCcKin novyeyHbin Kpus). CKnepogepmMuyecknin noyeu-
HbI KpK3, BCTpevatowmiica y 2% nauueHtos (10-20% nauneHTos ¢ anddysHomn popmon
CUCTEMHOTO CKNlepo3a), 0O6bIYHO pa3BMBAeTCA Ha paHHWX cTaguax 3abonesaHua (B 80%
cny4yaes — B TeueHue nepBblx 4-5 net). OTMeyaeTcAa TakxKe pacoBas U reHeTnyecKkan npea-
pacrnonoXeHHOCTb — PacNPOCTPaHEHHOCTb 3aboneBaHNA Bbile Y nuL, 6enol pachl, Yem y
asmatoB. [NouTn y 10% naumneHTOB CO CKepoAepMmMUYeCcKMM NoYeUHbIM Kpu3om Al moxkeT
OTCYTCTBOBAaTb. [MCTONOrMYeCKNiA KoppenaTt npefcTaBneH cneunduryeckon nponndepa-
Lunert B MHTMME NOYeYHbIX AYTOBbIX Y MEXA0NbKOBbIX apTEPUIA U apTepPUON, MPUBOAALLEN
K Cy>KeHUIo unu gaxke obnutepaumm aptepuii ¢ o6pasoBaHNEM TUMMYHOW KOHLEHTpUYe-
cKon runepTpodum («TyKOBUUHONM Wenyxuy) [22]. NponndepaTnBHble U3MEHEHNUA MOTYT
COMpPOBOXAaTbCA TPOMOO30M 1 HEKPO30OM apTepuii. Pex<e HabnogaeTca HEKPO3 Kanunns-
POB MoyeuHbIx Knyboukos. [loMumo 3Toro, MoryT HabnogaTbca Hecneunduryeckne nme-
HeHWsA, CBA3aHHbIe C HaNnYMeM 3/10Ka4eCTBEHHOWN apTepuranbHOW FTMNepTeH3UU 1 NWeMU-
yeckol HedponaTuu. [lo 3pbl NPUMEHEHNA NHIMOUTOPOB aHMMOTEH3MHMNPEBPaLLaoLWero
dbepmeHTa NoUTU BCe NaLMeHTbI C BbIpa>KeHHOW MOYeYHON HeJOCTaTOYHOCTbIO yMUpanu B
TeyeHune 1 roga [23]. OCHOBHbIMU KIVHWYECKMMM NPOABAIEHNAMU CKIIepoaepPMMUYECKOro
noueyHoro Kpu3a aenaATca OMNMM B 6onbMHCTBE Cnyyaes 6e3 npeaLwecTBYOLWMX CUMITO-
MOB cepbe3HOoro 3aboneBaHnsa Noyek, BHe3anHoe NnoBbllLeHne apTepuanbHOro faBneHuns
3a4yacTylo C TaKMMK MpU3HaKamm 3nokadecTBeHHoN Al, Kak runeptoHmyeckas sHuedano-
naTuA, peTMHOMNaTnA, OCTPasn NeBOXKeNyAOYKOBaA HEAOCTaTOYHOCTb B COYETaHUM C NULLb
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He3HauUTeNbHbIMN U3MEHEHVAMI MOYEBOro ocafka (cnabo BblipaxeHHas NPOTeUHypuUA
n/mnn mmkporematypus). CKnepogepmMmnyeckmnin noYeyHbln Kpy3 yalle oTMmevaeTca y na-
uneHToB ¢ anddysHom, bbICTPO NporpeccupytoLlel cknepogepmuein. JononHUTeNbHbIMU
daKTopamum prcKka ero pasBuTUA ABAAIOTCA NPUMEHEHNE BbICOKUX 103 MIOKOKOPTUKOCTE-
ponaoB, UMKNOCnopuHa A, a Takxe Hanuume aHtuten K PHK-nonumepase [24]. C BBege-
HMeM B MPOTOKOSbI NeYeHNa NHIMOUTOPOB aHrMOTEeH3MHMNpeBpaLlaLero pepmeHTa u
610KaTOPOB K peLienTopam aHrMOTeH31Ha NPOrHO3 MpKW CKNePoAEPMUYECKOM NOYEYHOM
Kpu3e CyulecTBeHHO ynyuwnnca. Tem He meHee noutn y 40% naumeHTOB pa3BMBaeTCA
TepMuHanbHasA ctaguaA XBI1 [25].

Y MHOMMX NauyMeHTOB C CUCTEMHbIM CKNepo3oM HabniofaeTca XpoHUYeckas miemm-
yeckas HedpponaTtua, NpnBoAALLan K MeasieHHo nporpeccupytowen XbI, conpoBoxaato-
Wwenca cumntomatunyeckon Al 1 anbbymnHypurei.

CmeluaHHoOe 3a6oneBaHne coeAHNTENIbHOWN TKaHU

CmellaHHoe 3aboneBaHne CoeAUHNUTENbHONM TKaHW NpefcTaBnAeT cobon CUHAPOM C
KOMOMHaLuen KNMHUYECKUX MPOABEHWI Pa3fIMYyHbIX ay TOMMMYHHbIX 3aboneBaHuii (CKB,
CUCTEMHBIN CKN1Iepo3, MONMMNO3NT AN PEBMATOUAHBIN apTPUT), @ TakXKe C HalMunem Bbl-
COKUX TUTPOB crieunduryecknx aytoaHTuTen K puboHykneonpotenHy (aHTu-U1-RNP). Co
BpeMeHeM y 3TMX NaLUMeHTOB, KaK MPaBuio, KNNHNYeCKasn KapTUHa yKnaabiBaeTca B onpe-
peneHHoe 3abonesaHue. [opaxeHre Noyek BCTpeyaeTcsa NpumepHo y 25-50% nauuen-
TOB, Yallle B eTCKOM Bo3pacTe. [loyeyHas natonorua pasHoobpasHa — oT npeobnagaHus
rnomepynapHoro nopaeHusa (Kak npu CKB) oo n3ameHeHUn noyeyHblx COCyaoB (Kak npwu
cucTeMHoM cKnepose). Yawe Habnogaotca memOpaHo3HbIN, Me3aHrnonponudepatus-
HbI 1 doKanbHbIN NponndepaTUBHLIN rnomepynoHedpuT [26]. B Lenom BbipaeHHble
nponundepaTnBHble N3MEHEHMA OTMeYaloTcs peako. Y 15-25% nauneHToB BbiSBNAETCA
TyOynonHTepCcTMUManbHaa U CoCyamcTan natosiornsa noyek. KNMHMYeCKn AaHHbIA CUH-
LPOM NpoABRAETCA 0ObIUHO B BUAE NPOTEMHYPUK, peXxe remaTypum. BosmoxHo passutue
HedpOTMUECKOrO CMHAPOMA Y XPOHUYECKON MoYeyHON HegocTatouHocTu. Cknepopnep-
MMWYECKMI NOYEYHbIN KPU3, CONMPOBOXAAOLWMIACA 3n0KavecTBeHHO Al, ABNAeTcA peaknum
npossneHnem 3toro 3abonesaHus [27].

PeBmaTtongHbin apTpuT

OCHOBHbIMU NPOABNEHUAMMN MOYEYHOW NATONOMMU NPU PEBMATOULHOM apTpuTe fAB-
NATCA BTOPUYHbIA aMUTON03 1 NOPaXKeHMe NoYeK B Buae TyOynonHTepCTULManbHOMo
HedbpuTa, CBA3aHHOE C MPMMEHEHMEM NIeKapCTBEHHbIX CPEACTB, a Takxe (ropa3go pexe)
XpoHuYeckuii rnomepynoHedput [28]. AA-aMrnonao3 xapakTepusyeTca OT/IOKeHeM BO
BHEK/IETOUHOW TKaHN dbnbpunn, coctoAawmx n3 dbparmeHToB CbiIBOPOTOUHOIO 6enka amu-
nounga A (SAA) - ocHoBHoro 6enka-peareHta ocTpoii dasbl, MPOAYLMPYEMOro Npenmy-
LecTBeHHO renaTtoymtamm. [lokasaHa CBA3b pPa3BUTUA BTOPUYHOTO aMUIIOMA03a NOYEK C
onpepeneHHbiMK annenamu reHa SAA1. K KnMHMYeCKUM NPOABAEHUAM MOXKHO OTHEeCTU
cnabocTb, Nnepudepryeckne oTeKn U CHMXKEHNe Macchl Tena. Takxe y 60NbWNHCTBA Na-
LMEeHTOB OTMEeYalTCA NPOTENHYPUSA, HePPOTUUECKNI CUHAPOM 1 a3oTemua. [pyrumun Tu-
MUYHBIMW YYaCTKaMmn NOpPa)KeHUA ABAAIOTCA OTIOKEHUA aMUTIONAA B MeYeHM, ceie3eHKe
WNN XKeNyQoYHO-KULWeYHOM TpakTe. [Ana noaTsepaeHns AMarHo3a aMuionao3a noyek
HeobXoAMMO BbINOIHEHME Hedpobroncuu.
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Y nauyneHToB ¢ AA-aMMIOMA030M, HaXOLALWMXCA Ha NeYeHNN MPOrpaMMHbIM remogma-
nn3oM, oTMeyaeTcs 6onee BbICOKaA CMEPTHOCTb B CBA3W C MOPaXeHWEeM pYrX OpraHoB
(Hanpumep, cepaua) 1 6onbLUen YacTOTON MHGEKLMOHHbIX OCNOXHeHWIA. [Mpr oTCyTCTBMM
KOHTPOJIA akTUBHOCTM OCHOBHOTO 3aboneBaHusa AA-aMmnnongo3 MoXeT peLranBmpoBaTh
B MOYEYHOM annoTpaHCnIaHTaTe.

[momepynoHedpuT nNpu peBMaTOMAHOM apTpuTe BCTPeYaeTcsas AOBONIbHO pPepko.
B nccnepoBaHmAX No n3yyeHunto Heppobroncum n ayToncMMHOro Matepurana onucaHbl
cnyJyau Mme3aHruonponundepaTrBHOro, MeMOpaHO3HOro rnomepynoHedbpuTa 1 faxe rno-
MepynoHedbpuTa C HanUumMeM NonynyHUin B Kyboukax, ofjHako B 60NbLUMHCTBE CBOEM
BAUAHWE JaHHOrO NOopaMeHUsA NoYeK Ha TeuyeHre 1 NCXOAbl OCHOBHOTO 3abofieBaHuUsA He
MMeJIO CYLLeCTBEHHOTO KIMHMYECKOro 3HauveHus. [aTtonorua noyek npoAsnaeTca rnas-
HbIM 06pa3oM NpoTeUHypUel 1 N30ANPOBaHHON MUKporemaTypueit. imetotca peakue
onucaHua cnyvaeB IgA-Hedponatnn. Mpn me3aHrnonponundepaTMBHOM [OMepYso-
HedpuTe C NoMoLLblo UMMYHObOOpecLeHUN B Me3aHrMn KybouKkoB Yalle ob6Hapy-
xunBaetca IgM un pexe IgA. TeueHne membpaHO3HOro rinomepynoHedprTa, Henocpes-
CTBEHHO acCOLMMPOBAHHOMO C PEBMATOUAHbBIM apTPUTOM, NOZOOHO uaMonaTNYEeCKoMy
MeMbpaHO3HOMY rIoMepynoHedpuUTy, XOTA CMOHTaHHbIE PEMMICCUMM OTMEYAIOTCA pexe.
Y NaumeHToB C TAXenbiMM GopMamm CEPONO3UTUBHOIO PEBMATOWHOMO apTpuTa pesiko
pa3BMBaeTCA NMOYEYHO-HEKPOTUYECKUI BaCKYNUT, COMPOBOXAAIOLWNACA MUKpPOreMaTy-
pven, NnpoTerHypuen n NoOYeYHoOM HefoCTaTOUHOCTbIo [29]. HesaBucmumo ot sTnonorum
nopakeHvie noyek Npy peBMaToMaHOM apTpuTe ABNAETCA NPeANKTOPOM MOBbILLIEHHON
netanbHoCTU naumenTos [30].

CnoHAMN0apTPUT 1 NCOpraTUYECcKnil apTpuT

MpunbnunsntenbHo y 35% NauMeHTOB C aHKUNO3MPYIOLWUM CMOHAUANTOM OTMeYatoTcA
MOBbILIEHHbIE 3HAUEHNA KpeaTMHUHA CbIBOPOTKM UMM U3MEHEHNA B aHanmn3ax Mouu, CBA-
3aHHbIe C OTJIOXKEHMAMM B MOYEYHbIX KIyboukax amunonga A UM MMMYHHbIX KOMMIeK-
coB, cogepxawmx IgA [31]. Ewie ogHOM Ba)KHOM MPUYMHOWN 3TUX OTKNOHEHUN ABNAETCA
HedpoToKCHUeCcKoe AeNCTBME NEKAaPCTBEHHbIX CPEACTB, Bbi3bIBAOWMX, HanprumMep, Ty6y-
NOUHTEPCTULMANbHBIA HeDPUT NN MEMOPaHO3HbIN rnoMepynoHeppuUT, acCoLMMpPOBaH-
HbI ¢ nprnemom HIMBC. Bce 311 cocToaHUA TpebyloT npoBeaeHUs TwaTtenbHol anddeper-
UManbHOM AMArHOCTMKM B CBA3W C Pa3HbIMK TepaneBTMYeckumn nogxogamu. MNpm amu-
nongHon HepponaT HEOH6XOAUM aKTUBHBIN KOHTPOb OCHOBHOIO PEBMATMYECKOro 3a-
6oneBaHwuA, Torga Kak nHayumnpoBaHHbii HMBC TybynonHTepcTMymnanbHbii Hepput unum
MeMbpaHO3HbIN rnomepynoHedpuT TpebyeT NpeKkpalLeHnsA NprUemMa STUX NeKapCTBEHHbIX
cpepncTs [32]. Mpy ncopuaTmyeckom apTpuTe OTMEYAETCA KOpPenAaLmMaA NOBbILIEHNA YPOB-
HA KpeaTMHMHA CbIBOPOTKU WU/UAN NPOTEUHYPMM C BO3PACTOM NaLMeHTa, akTUBHOCTbBIO 1
NPOJOMKNTENbHOCTbIO 3aboneBaHuA [33].

MepBuyHbIN cuHapom LlerpeHa

Y nayuneHToB ¢ cuHapomom LLlerpeHa yacTo BbIABNATCA NPU3HaKK cnabo nnu yme-
PEHHO BbIpaXXeHHOW noyeyHol AUCHYHKUUN 6e3 ABHbIX KIMHUYECKUX NMPOABEHUN.
B papge cnyyaeB moxet pa3ssmBaTbca Ol nnu nporpeccMpoBaHue A0 TEPMUHASb-
Houn ctagum XBI1. CambiM YaCTbIM KITMHUYECKMM NPOABIEHNEM CO CTOPOHbI MoYeK Npu
cuHgpome LerpeHa ABnsaetca TyOynouHTEPCTULMANbHbLIA HeGpPUT, TMCTONOrMYeCcKn
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XapaKTePU3YIOLWNACA XPOHUYECKMMU U3MEHEHNAMMN B UHTEPCTULMANIBHON TKaHW No-
yek B BuAe oyaroBol NMmdonnasMounTapHoOi MHPUABTPaALMKM FMaBHbIM obpa3om
T-numoounTamn, a TakKe pPasNYHbIMK CTENEHAMU MHTePCTULNaNbHOro ¢ubposa 1
aTpodum noyeyHblx KaHanbLeB. MNopaxeHune KNybouKoB BCTpeyaeTca pefKo. Torga Kak
M3MEHEHNs B aHaNM3aX MOUYM HOCAT Hecneundpuuecknin TpaH3NTOPHbIN XapaKkTep (He-
3HauuUTeNbHaA NPOTENHYPUSA, TENKOLUTYPKUA), OCTaTOYHO YacTo OTMeYatoTcAa GyHKUU-
OHanbHble HapyLleHWA 1 TyGynApHble CUHAPOMbI, HaNPUMep NOYEeYHbI KaHanbLeBbI
aumnpos, rmokosypusa (Mpy HOPManbHOM YPOBHE FIOKO3bl KPOBU), HehpPOreHHbIN He-
caxapHblii gnabet, cuHapom OaHKOHU (MOYeYHbIN KaHanbLeBbI aunos, rMoKo3ypus,
aMMHoauunaypus) N HapyLeHWA KOHLEHTPaLUOHHOM CNOCOBHOCTM MoYekK, rmnepKanb-
umypwus [34]. nctanbHbIN NOYEYHbIN KaHanbLeBbI aunao3 onucaH y 5-70% nauyunen-
TOB, TOrAa Kak cHmxeHne CK® 3apernctpupoBaHo B 4-28% cnyyaes [35].

AHTndochonunuAaHbIN CMHZPOM

AD®C MoKeT 6bITb Kak NepBUYHbIM, TaK 11 BTOPUYHbBIM MO OTHOLLEHWIO K ApYTrM ayTo-
WMMYHHbIM HapylueHMAM. aTonormsa noyek oguMHaKoBO YacTo BCTpevaeTca npu obomx
TUNAx U PerncTpupyeTca NnpumepHo B 9-25% cnyuaes. Mpu AQC moryT TpoMmbrnpoBaTbcA
apTepuu, BeHbl 1 cocyabl Ntoboro Kanubpa. KnnHmnyeckne nposasneHns 3aBUCAT OT Aua-
MeTpa 1 TMa cocyAa u BKNoyvatT Al, NpoTenHYprIo, MMKPOremMaTypuio 1 NMoYeUHyIo He-
[OCTaTOUYHOCTb.

AT npucytcTByeT y 6051ee 90% nauueHTOB U MOXET BO3HUKaTb Ha GpoHe CTeHo3a no-
yeyHon apTepuu unn 6e3 Hero. Momumo TpPom603a, NPY apTepuranbHbIX MOPaXKeHU-
AX MOXeT oOHapyXnBaTbCA NponudepaTVBHbIA KOMMOHEHT C YTOJWEHUEM WHTUMDI,
cy63HpoTennanbHbiM Grbpo3om 1 runepnnasven meguu. B ceasmn c tpomb6o3om in situ nnu
TPOM603MOONNYECKUMI COCTOAHUAMMN MOXET Pa3BMBaTbCA MHOAPKT NOYKW. B knyboukax
MOTYT BbIABAATbLCA M3MEHEHUA B BUAe TPOMOOTNYECKON MUKpoaHruonatnn. Kpome toro,
nmetoTcA coobuleHna o pa3BUTUN MemOpaHO3HOro rnomepynoHedputa, 6onesHn MUHU-
MasibHbIX M3MeHeHWI, GOKanbHO-CerMmeHTapHOro rnomepynockneposa u nponudepatus-
Horo rnomepynoHedpuTa [36].

BocnanurtenbHble MuonaTum

BocnanutenbHble MruonaTtun (NOAMMMO3NT, AEPMATOMUO3UT U MUO3NT C BKIIOYEHMA-
MW) npefcTaBnAlT cobor rpynny ayTOUMMYHHbIX 3aboneBaHUi, XapaKTepu3yoLwmxcs
pa3BUTMEM BOCMasieHNA U NOBPEXAEHUA CKeNleTHOW MycKynaTtypbl. [TopaxeHre noyek
onucbiBaeTcA B 20-25% cnyyaes u npegctasnset cobon OMM wnn XBIM. OMNM Habnopa-
eTca npumMepHo B 10% cryyaeB 1 ABNAETCA BTOPUYHBIM MO OTHOLLEHWIO K pabgomuonu-
3y. Kak npaBusio, 3To cocTosiHMe Nioxo paspeluaeTtca ny 6onee 80% nauueHToB nporpec-
cumpyeT go nosgHux ctaguin Xbl. Pegko npu BocnanutenbHbIX MMONATUAX BCTpeYvaeTca
HedPOTUYECKUI CUHOPOM.

Monnmuosut (MM) n gepmatomunosut (4M)

XoTA oCTpasA noyeyHasa HEAOCTAaTOYHOCTb MPU MEXaHMUYECKOM UK MeTaboNnYeCKoM
pabaommonmse ouyeHb pacnpocTpaHeHa, Npu MANONaTUYECKOM MMO3UTE OHA BO3HMKa-
€T oueHb pegko. Ciyyan mesaHrnanbHoro nponudepaTMeHOro rnomepynoHedpuTa npu
MANONaTUYECKOM MMO3KMTE OMNMCaHbl TONTbKO 3nn3oanyecku [37].
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Moparpa

MopakeHne Noyek Npr NOJArpe MOXeT NPOABATLCA B BUAE XPOHNUYECKOTO TyOYno-
WHTEPCTMLMANbHOro HeppuTta C HaNMYMeM KpUCTaIoB MOHOYpaTa HaTpuaA (Mnu gaxe To-
¢dycoB) B noyeuyHoi napeHxmme. O6bIYHO TYOYNOMHTEPCTULMANBHBIA HePPUT BO3HMKAeT
Npw AANTENbHO CYLLECTBYIOLLEN HeNeyeHoM rmnepypuKkemMmnmn N KNMHNYECKN 4acTo CBA3aH
¢ Al n XIMH pa3nnuyHon cteneHn Bbipa)keHHOCTU. [Mnepypukemnyeckas HepponaTua, Bbl-
3BaHHasA 0OMbLIMM KOJIMYECTBOM MOYEBON KUCIOTbI B KPOBU, OTGUIIBTPOBAHHON B Nep-
BMYHYIO MOUY, CBA3aHa C OCTPo dopmoli MoUYeyHOM HefoCTaTouHOCTU. KoHLEHTprpoBa-
HMe MOYM NPU YMEHbLUEHUN anype3a NprUBOAUT K YXYALUEHNIO pacTBOPMMOCTI YpaToB
N OCaX[AEHMIO B MOYEYHbIX KaHasibLax, ux 6/10Kafie, HEKPO3y KaHasibLieB, BOCMANIEHNIO U1
OIM. Mpw ynbTpa3ByKOBOM UCC/IeAOBaHMM MOYKM BbIMAQAT YBEIMYEHHbBIMW U MOBbILLEH-
HOW 3XOreHHOCTH.

Ewe ogHo n3BecTHoe nNposBsneHve nogarpbl — opMmpoBaHme ypaTHbIX KamHel B CBA-
31 C ypaTHOW KpUCTasslypren B OCHOBHOM Y NNL, C NMOBbILEHHbIM 06pa3oBaHNEM U -
nepaKcKpeLren MoYeBOn KUCNOTbl. KaMHM Npu runepypukeMmnyi MOryT HOCUTb CMeLlaH-
HbIA XapaKTep B COYETaHWUM, Hanpumep, C okcanaTtamm Kanbuusa [38]. NMommumo nogarpsl,
ypaTHble KOHKPEeMEeHTbI Yallle BCTPeYatoTCA NPy HacnefCTBEHHbIX rMnepyprKeMnYeckmnx
cmHgpomax [39].

MopakeHne Noyek, BbI3BaHHOE JIeKapCTBEHHbIMMN CpeACcTBaMUN

C yyeToM XpOHMYECKOIN NPUPOAbI peBMaTUUeCcKX 3aboneBaHnii NeyeHe nauneH-
TOB NMPOBOAUTCA ANNTENIbHO, YaCTO HECKONbKUMU JIEKApPCTBEHHBIMU CPeACcTBaMU, B TOM
yncne HMBC, npotmBopeBMaTMyYecKkumMu, moauduumpyowmmn 6onesHb (DMARDs) u
6UONOrMYECKUMI areHTamu, KoTopble MOTyT OKa3blBaTb BAVAHME Ha GYHKLUMOHaNbHoe
COCTOSIHNE NOYeEK.

HNBC

HMBC, 6narogaps cBOMM NPOTMBOBOCMNANUTENBHBIM 1 06€360/1MBalOLWUM CBONCTBAM,
YacTo NCMONb3YIOTCA B PEBMATONIOrMUeCcKon npakTuke. Ix gencreme CBA3aHO C yrHeTe-
HUEM CUHTE3a LMKIJIOOKCMIeHasbl 1 npocTarnaHanHoB E2 n 12, ABnAwWmxcAa MOLWHbIMA
BaszogunataTtopamu. TN NeKapCTBEHHble CPeACTBa MOMYT Bbi3BaTb Pe3KOe CHUVXKeHUue
CKO®. Kpome TOro, oHU TakXe MHIMOUpYIOT BaxKHble romMmeocTaTMyeckne AencTBus npo-
CTarnaHAVHOB Ha YPOBHe TONCTOro Bocxogdllero otaena netnu leHne n cobupatenbHbix
Tpybouek, yMmeHblUuas TEM CaMblM KPOBOTOK B MO3rOBOM CJIO€ MOYKM 1 Bbi3blBasi anonTo3
MeZyAPHbIX MHTepCcTULManbHbiX Knetok [40]. MprumeHeHme HINBC Take CBA3bIBAIOT C
pa3BUTMEM OCTPOro TYOYNOMHTEPCTULMANBHOIO HeppuTa U 6ONE3HbIO MUHUMATBbHBIX W3-
MEHEHUN.

OcTtpoe yxyauweHune ¢yHKLMM noyek npu npmreme HIMBC yawe BcTpeyaeTca y nvy no-
YKMIOro Bo3pacTa, naumeHToB ¢ XBI nnn ¢ BbipaXeHHOW CepAeyYHON He[OCTaTOYHOCTbIO,
a TaKXe B YCJIOBMAX MMNOBOIEMUN, MOCKOJIbKY NOYEYHbIN KPOBOTOK 3aBUCUT OT CUHTE3a
npocTarnaHAMHOB B MOYKaX.

DMARD (meTtoTtpekcart, nepnyHomug, cynbpacanasvH u ap.)

MeTOTpE‘KcaT MOXeT HaKarnJinBaTbCA B aNNTENNN NOYeYHbIX KaHalbLeB 1N Bbi3blBaTb
OrMMN. UmetoTca cBeileHNA O TOM, YTO HEGPOTOKCUYHOCTb, MHAYLIMPOBaHHAA MeToTpeKca-
TOM, OTMeYaeTcA NprMepHO B 2% ciy4yaeBs. B 3Toi CBA3M €ro ¢ OCTOPOXKHOCTbIO Ha3Haua-
10T B no3aHue ctagum XBI1 [41].
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Lmknocnopun A ABnaeTca elle ogHMM NoTeHUmnanbHo HeppoTokcnyHbim DMARD. Lin-
KNOCMOPWH BbI3bIBaeT Ba30KOHCTPUKLMIO addepeHTHbIX 1 3ddepeHTHbIX IoMepynsapHbIX
apTepuon, NPMBOAA K CHYKEHUIO NoyeyHoro KposoToka u CKD. XpoHunueckoe BBefieHne
LUMKIIOCNOPMHA MOXET NPUBECTN K OBnUTepupyloLlen apTepuonatny, UiLeMmyeckomy
pybueBaHuio, aTpodurn KaHanbLEB 1 NPOrpeccupyoLeMy CHUXeHNo GyHKLMK novek. K
daKTopam prcka OTHOCATCA BbiCOKas jo3a Npenapara, NoX1non Bo3pacT 1 CyLLecTBOBaB-
was paHee XbI1. Takum o6pa3om, B COOTBETCTBMM C MEXAYHAPOAHbIMM PEKOMEHAaLNAMM
npYMeHeHe UMKNOCNOoprHa NPOTUBOMOKa3aHo NaureHTam ¢ peBMaTOUAHbIM apTpUTOM
¢ noveyHon ancoyHkumen. Mommmo ONMM n XBI1, cBA3aHHbIX C Nepefo3nPOBKOW, MpreM
umknocnopuHa cnocobcTryet passutuio Al [42].

Bo3moxkHOCTb pa3BuTuA Al onncaHa TakXe M Mpu Ha3HayeHun nedpnyHomMmpaa, 4to
TpebyeT OT peBMaTonora KOHTPONMPOBaThb YPOBEHb apTepuanbHoro aasneHus [43].

Buonornyeckue areHTbl

OTHOCUTENIbHO HefJaBHO MosBUNacb MHGOPMALMA O MOTEHUMANbHON HepPOTOKCUY-
HOCTU HTM6UTOPOB OHO-a. MexaHM3Mbl BAIMAHMA Ha MOYKM BKITIOHAIOT NPAMOE MOBPeX-
AeHVe BUCLEPasbHbIX SMUTENMANbHBIX KNEeTOK U uHayKuuio aHtuten k acfHK, npueo-
AAWYX K NPOTEMHYpUN 1 nponundepaTnBHoMy rnomepynoHedpuTy. TakKe NMeKTCA Co-
06LeHns 0 Clyyasx MeMBpaHO3HOTO roMepysioHedppUTa Y ML, KOTOPbIM Ha3zHaYanucob
STaHepuenT U ajannumymab. HasHadeHve sTaHepLenTa TakKe O00yC/IOBIMBAET pa3BuUTme
rnomepynoHeppunta ¢ NoaynyHusmu. NMOoMUMO 3TOro, UCMOMb30BaHME BMONOTNYECKIX
areHToOB CBA3AHO C YBEIMUYEHNEM HYacTOTbl UHPEKLIMIA, KOTOPbIE TakKe MOTYyT OKa3blBaTb
B/IMSIHME Ha MOYKM.
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