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PEDEPAT

BBE/JZIEHVIE. TMpwn aHann3e 60/blUNX Cepuii HabNIOOAEHN B3aMMOCBA3b MEXAY CapKouao30M U rloMepysionaTusiMm paHee He
Oblna AeTanbHO UCCNEeNOBaHa, B CBA3W C YEM M3Y4YeHbl 0COOEHHOCTU 3TOW peakon accoumnaumn. METO/ZbI. PeTpocnekTmeHo
naeHTNONLMPOBAHO 26 60MbHBIX C CAPKOMA030M C MOPGONOrnieckm BEPUGOULNPOBAHHBIM ITOMEPYISIPHLIM MOBPEXAEHVNEM.
Pemuccus rnomepynspHoro 3aboneBaHus 1 capkongosa nocne cneumdundeckon tepanmm (CTEPOULHON /UM UMMYHOCY-
NPECCKBHOI) Bblla 3apPerncTpmpoBaHa y BCexX NaumMeHToB. B kaxaom cinyyae ougHmBanuck aemorpaduyeckmne, KIMHNYECKNE 1
Ouonornyeckme xapakTepucTukn Ha MOMeHT Hedpobroncun. Y Bcex nauneHToB Obiia NnpoaHanmanpoBaHa tepanus. PE3Y/1b-
TATBI. B 11 13 26 cny4aeB (42%) rmomMepynionatus BO3HMKIIA NOC/e YCTaHOBEHWS AvarHo3a capkomao3a, B cpegHem vyepes 9,7
roga. B 6 cnydasx (23%) rmomepynonartva npealectTsoBana AMarHoCcTMKe capkomaosa (B cpegHeM — 3a 8 neT). Y ocTanbHbIX
9 naupeHToB (35%) 0ba cocTosiHMA MaHndecTpoBanu ogHOBPeEMEHHO. Hanbonee 4acTo Ha ¢poHe capkomao3a PerncTpmpo-
Basacb MeMbpaHo3Hasa HedponaTtus (11 cnyyaes). [pyrve noBpexaeHns kiyboykoB Bktodany IgA-HedponaTtumio B 6 cnyyasi,
dokanbHO-CcerMeHTapHhbI FMoMepysIocknepos B 4, 601e3Hb MUHUMASbHBIX UISMEHEHWI B 3, 1 NponndepaTuBHbIA BONYAaHOYHbIN
HedpuT B 2 cnyyasix. B 6 cnyyasax ¢ rmomepynonatuneit Obin acCoLMnMpoBaH rpaHynemMaTo3Hblil MIHTEPCTULMANbHbIA HEDPUT, MpuU-
4YeM VCKJIIUNUTENBHO NMPU OQHOBPEMEHHOM Pa3BUTUN 0O0MX COCTOSAHWIA. Y 9 6OMbHLIX C OAHOBPEMEHHbLIM MOPaXEHNEM MOYEK U
nerkux Habnoganack yCTolumeas AMCCoUMaLMs B OTBET HA CTEPOUIHYIO TEPANnUIo IMOMEpPYISPHON NaTonornm 1 capkomaosa.
Mpw panbHenwem HabnoaeHW (B cpeaHeM B TedeHre 8,4 roaa) B 6 cinyyasix pasBuiacb TepMyHanbHas AMChYHKUMS MOYEK, TPOE
B6onbHbIX ymepnu. BbIBO/bI. C capkono30M aCCOLMMPOBAH LUMPOKWIA CREKTP KITyOOUYKOBbIX MOPaXeHnin. TecHas BpeMeHHas
CBSI3b, HAONOAABLUIASICH B HEKOTOPLIX Clyyasx, NpeanonaraeT obLLmMe NPUYNHHBIE MONEKYNSPHBIE MEXAHN3MbI KITyBOYKOBOIO
NoBpeXAEHNS, OHAKO MOJHas peMumccust 060urx 3ab6oneBaHni B OTBET TOJIbKO HA CTEPOUAHYIO TEPanuIo OTMeYanacb He4acTo.

KnioueBsblie cnoBa: HehbpoTUYECKNIA CUHAPOM, FoMepynonaTusl, Goncus NOYKn, Capkomaos.
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ABSTRACT

BACKGROUND: The association between sarcoidosis and glomerular diseases has not been extensively investigated in a large
series and the potential features of this uncommon association remain to be determined. METHODS: We retrospectively identi-
fied 26 patients with biopsy-proven glomerular lesions that occurred in a sarcoidosis context. Potential remission of glomerular
disease and sarcoidosis under specific treatment (steroid and/or immunosuppressive agents) was recorded for all patients.
Demographic, clinical and biological characteristics were assessed at the time of kidney biopsy for each patient. Therapeutic
data were analyzed for all patients. RESULTS: Glomerular disease occurred after the diagnosis of sarcoidosis in 11 of 26 cases
(42%) (mean delay of 9.7 years). In six patients (23%), the glomerulopathy preceded the sarcoidosis diagnosis (mean delay 8
years). In the last nine patients (35%), both conditions occurred simultaneously. The most frequent glomerular disease occur-
ring in sarcoidosis patients was membranous nephropathy in eleven cases. Other glomerular lesions included IgA nephropathy
in six cases, focal segmental glomerulosclerosis in four patients, minimal change nephrotic syndrome for three patients and
proliferative lupus nephritis in two patients. Granulomatous interstitial nephritis was associated with glomerular disease in six
patients and was exclusively found in patients in whom the both disease occurred simultaneously. In nine patients with simul-
taneous glomerular and sarcoidosis diseases, we observed a strong dissociation between glomerular disease and sarcoidosis
in terms of steroid responsiveness. At the end of the follow-up (mean of 8.4 years), six patients had reached end-stage renal
disease and three patients had died. CONCLUSIONS: A wide spectrum of glomerular lesions is associated with sarcoidosis.
The close temporal relationship observed in some patients suggests common causative molecular mechanisms of glomerular

injury but complete remission of both diseases in response to exclusive steroid therapy is infrequent.
Key words: Nephrotic syndrome, Glomerular disease, Kidney biopsy, Sarcoidosis.

BBEAEHUE

Capkon/103 ABJSIETCS XPOHUUECKUM TIOJIMCHCTEM-
HBIM BOCHIAJIHUTCIIbHBIM 3a6OHCBaHI/ICM HEU3BECTHOM
MIPUPOJIBL, BEAYIINM K OPTaHHOM AUCHYHKINH BCIE -
CTBHE 00pa30BaHMs HEKAa3€O3HBIX SMUTEIHMOUTHO-
KJIETOUHBIX TPaHyJIeM B HEKOTOPbIX TKaHsX [ 1, 2]. s
CapKong03a TUIIMYHO BO3SHUKHOBCHUC 3a00JIeBaHuUs B
MOJIOZIOM BO3pacTe U BapruadeIbHOCTh KIMHHYECKOTO
TCUYCHUS OT CIIOHTAHHOI'O paspCliCHUA O XPOHHU-
YECKOTO MPOrPECCUPYIONIETO mporecca. THKeCTh U
pazHooOpa3ue KIMHUYECKHX MPOSBICHUN 3aBUCST
OT CTETICHN WHQWIBTPATUBHBIX U IPaHYJIEMaTO3HBIX
MOpaX€HUM, MPEUMYILIECTBEHHO JIOKAJIU30BaHHbBIX
B HMIKHUX OBIXATCJIbHBIX IMYTAX. FpaHyneMaT03HI>Ie
MOpaXKEHUsI MOTYT TAaK)K€ MMETh BHEJIETOYHYIO JIO-
KaJu3anuio: JuMdaTuueckue y3ibl, ceplie, MoKy,
LEHTpaIbHasl HEPBHASI CUCTEMa, MeUeHb, Celie3eHKa,
ropradb u rmasza. Cunraercs, 4To maTohu3noaornye-
CKHE MEXaHU3MBbI, BOBJICUCHHBIC B (DOpMHUpOBAHUE,
MoJiep)KaHne MM CIIOHTaHHOE pas3peuieHue cap-
KOMJHOW T'paHyJI€MBbl, CBSI3aHbl C HACJIEACTBEHHON
MpelpacloNOKEHHOCTHIO U HEYCTaHOBICHHBIMH
AHTUT€HAMM OKPY’KAIOLIEW Cpelibl, BbI3bIBAIOIIUMHU
HEKOHTPOJIMPYEMYIO KJIETOYHO-0MOCPETOBAHHYIO
HMMYHHYIO peakiuio ¢ yqyactueM Makpodaros u CD
T-xennepos I tuna (Thl) [2, 4, 5].

PacripoctpaneHHOCTD TOpasKeHUS TTOYEK Y OOJIBHBIX
¢ capkouo3oM BapeupyeT oT 10 10 20% [6]. [loBpex-
JICHHE TIOYEK Yallle BCETO CBS3aHO C ieekTaMu oOMeHa
KaJIbIMsl C Pa3BUTHEM MOYEKaMEHHOW OOJNe3HH W He-
(poxkanbiuHo3a [6]. [paHynemMaTo3HbIil TyOyIOUHTEP-
crunmanbheiil Hedput ('THUH) sBnsiercst 6omnee penkoit
(hopMoii MopakeH st TIOUEK, BCTPEYaeTCsl PHOIN3HUTENb-
HO y 20% OONBHBIX ¢ capkouao30oM [7] u Xapakrepu-
3yercst 3pHEeKTUBHOCTBHIO CTEPOHIHOM Teparnuu [8, 9].

4

Hamporus, moMepynonaruu y G0JIbHBIX C CAPKOHI030M
BCTPEYAIOTCS peiko [6]. BoibIIMHCTBO MMyOIMKaIwid,
MOCBSIILEHHBIX TIOMEPYJIONAaTHsIM MPH CapKOHU03€,
TMIPE/ICTABICHBI B OCHOBHOM KJIMHUYECKHMU CITYYasMH.
[Tpu 5TOM OTMEYAIOTCS Pa3IMUIHBIE BAPUAHTHI KITyOOUKO-
BOT'O MOBPEXICHUS: MeMOpano3Has Hepponarus (MH)
[10-14], Gone3np MuHUMANBHBIX U3MeHeHUH (BMI)
[15—17], pokambHO-CErMEeHTapHBIH ITIOMEPYIIOCKIIEPO3
(®CI'C) [18-20], IgA-nedpomnarus (IgAH) [21-24] n
nponudepaTuBHbIN momepynonedpur [13, 25, 26].

Hackonpko Ham U3BECTHO, paHee He MPOBOANIOCH
OOLIMPHBIX MCCIIEOBAHUHN, OMHUCHIBAIOIINX CHEKTP
IJIOMEPYJISIPHOI ITaTOJIOTUH, KOTOPAast pa3BUBACTCS IIPU
capkouzo3se. B Hacrosmield paboTe HaMU PeTPOCHEK-
THUBHO OBUTH BBISBIICHBI 26 OOJILHBIX ¢ MOpdOIOTHYe-
CKH MOATBEPKICHHON TIIOMEPY/ISIPHOM MATOIOTHEN 1
capkou1030M. [1J1s1 OLIEHKH 3HAYMMOCTH TaKOH PeKOi
accoIMaIuy, ObUTH TIPOAHATN3UPOBAHBI KITMHHYECCKHE,
THCTOJIOTUYECKHE, J1a00paTOpHbIEC JaHHbBIC U PE3YIlb-
TaThl TCPATIHH.

NMAUMEHTDbI U METO bl

PerpocniekTHBHO OBLIHM BBISIBICHBI 26 OONBHBIX,
CTpaJaloNuX CapKOUA030M C HaJU4YHEeM TJIOMEpy-
JonaTuu, Habmomasmmxess ¢ 1977 mo 2012 1. B He-
(bponoruuecKux OTACICHUSAX ceMHU (PpaHIy3CKHX
rocriutaneii (Henri Mondor Hospital, Necker Hospital,
Valenciennes Hospital, Tenon Hospital, La Louviere
Hospital, Amiens Hospital, Bichat Hospital). /lanxoe
PETPOCIIEKTUBHOE UCCIIEIOBaHUE TPOBOAMIOCH C TIO-
MOIIBIO PACCBUIKH aHKET BO Bce HE(POIOTHYECKHE
OTZAEJICHUS VIS BBISIBICHUS MAIIMEHTOB C COYETAHUEM
IJIOMEPYJISIPHON TAaTONIOTUH U capKou103a. B kaxmoit
OOJIBHUIIE TaKKE CITyYau ObLIH BBISIBICHBI [TO KOMITBIO-
TEPHBIM 0a3aM JJaHHBIM MOP(HOIOTHIESCKUX U KITNHU-
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YEeCKHX TUarHO30B. Y BCeX OObHBIX OblIa BHITOJTHEHA
He(ppOOUOIICHS ISl YTOYHEHHSI TeHe3a IPOTECHHYPUH

W/WIN TTOYeYHON AUCPYHKIUMU. Y BCEX MAIMCHTOB
MPOM3BEJICHA OLICHKA JAeMorpa(MueCcKux, KIUHHU-
YEeCKHUX M Ja00paTOpHBIX IMOKa3aTeled Ha MOMEHT
Hedpobuorncun. CIUTAOCh, YTO INIOMEPYJIONATHS U
CapKoU103 BO3HUKAIN OJHOBPEMEHHO, €CIIA TIEPHOJ
BPEMEHU MEXKIy yCTAaHOBKOW OOOWX IHUAarHO30B CO-
CTaBWJI MEHee TpexX MecsieB. HabmoneHnue 3a BceMu
OOJBHBIMHE MTPOJOKAIOCH, KAK MUHUMYM, B TCUCHHC

6 Mec nociie HepOOHUOTICHH.

JluarHocTHKA CapKou103a

Jmarno3 capkonio3a yCTaHaBIUBAJICS B COOTBET-
CTBUH C KpuTepusaMu Amepukanckoro TopakaibHOTO
Oo6mectBa (American Thoracic Society), EBporneiicko-
ro pecrnimparopaoro obmectsa (European Respiratory
Society) u Bcemupnoii accormanmu Capkroumosa (The
World Association of Sarcoidosis) [27]. [duaruo3
OCHOBBIBAJICSI Ha KIIMHUYECKUX, OMOTOTHYECKHUX,
PEHTTEHOJIOTHYECKUX NaHHBIX W/UIW THCTOJOTH-
YECKH BBISBICHHBIX HEKa3€03HBIX T'paHylieMaxX Mpu

owmoricnm Tkanwm [1, 2, 5]. KonndaecTBo mopakeHHBIX

Aemorpaduyeckue, KNIMHUYECKUE U nabopaTtopHble AaHHbIe 60NbHbIX
C rmomMepysnonaTtueii u capkougo3om

Tabnuua 1

XapakTepucTunkm O6was Beibopka | MH IgAH BMU dCre BonyaHouHbIN
HedppuT

KonnyecTtBo 60/1bHbIX 26 11 (42%) 6 (23%) 3 (12%) 4 (15%) 2 (8%)

MMon (>KEHLWMHBI/MYXHMHbI) 8/18 3/8 2/4 0/3 2/2 1/1

CpenHnii Bo3pacT npu BbisBneHun | 37 39 (19-52) 34 (22-37) | 36 (29-54) 40 36

capkougo3sa (neT) (amanasoH) (19-56) (28-56) (35-37)

CpenHuii BospacT npu BbiseneHun M| 39 (0,6 — 59) 40 (27-57) 38 (22-53) (29 (0,5-59) |47 39

(neT) (AmanasoH) (38-57) (36-44)

Konnuectso crny4aes c ooHOBpeMeHHbIM | 9 (35%) 3 3 1 2 0

passuTrEM 060u1x 3abonesaHnii (%)

KonwnuyecTtso cnyyaes c pa3sutuemM Tl | 6 (23%) 5 0 1 0 0

[0 capkonao3da (%)

KonnuyectBo cnyyaesB ¢ paszsutnem | 11 (42%) 3 3 1 2 2

capkoungo3sa ao ' (%)

CpelHee 4Mcno opraHoB, nopaxen- | 2,6 2,3 3,2 2,7 2,3 3,5

HbIX Capkoua030M (Onanas3oH) (1-6) (1-3) (1-6) (2-3) (1-4) (3-4)

CtepoungHasa Tepanusa capkomao3sa | 16 (61%) 5 4 2 3 P

(KOnMYyecTBO NaLMEHTOB)

KoHTponupyemoe ctepouaHoli Tepa- | 8 2 3 2 1 0

nuen Te4eHne capkomnaosa

Ctepoupa-3asnucumoe unm -pesu- |8 3 1 0 2 2

CTEHTHOE TeYeHVe capkonaosa

CpeaHuin ypoBeHb KpeaTUHUHA 1,40(0,68-3,42)|1,30 (0,68-|1,63(0,68-|1,14 (1.02-|1,75 (1,05-|0,94

(Mr/on) (ananasoH) 2,99) 2,41) 1,27) 3,42) (0,84-1,04)

CpepnHuin nokasatens CKD 70,7 79,2 (23-]60,9 (26-|77,1(62-92) |51.2(16-73) |86

(M51/MUH/1,73 M?) (OnanasoH) (16-133) 133) 97) (61-111)

CpenHuin ypoBeHb NpoTenHypumn 5,7(0,45-20) |7,4 (0,86 -|5(1-12) [3,3(3-3,6) |4,5(1,7-6,6) |0,7(0,45-1)

(r/cyT) (amanasoH) 20)

AnbOYMUH CbIBOPOTKM (/1) 25,9(9,7-43) |24,3(9,7-43)|31(17-39)|22,3(15-29)[23,5(11,3-38) |38 (38 —38)

KonunyectBo 605bHbIX ¢ HC 15 7 2 3 3 0

['TWNH, accouumnpoBaHHbin ¢ 1 6 2 2 1 1 0

(konnyecTBO)

CpenHuii nepuop, HabnoaeHus 101 124 48 157 80 72

(mecsubl)

Pemuccus M no okoHyaHuio

HabnaeHns

MonHaa pemuccus 9 4 2 1 1 1

YactnyHasa pemuccus 7 3 2 1 1 0

CpepnHuii nokasatens CKD no okoHya- | 67,8 68,7 76,4 68,1 48,3 66,5

HUo HabntoaeHVs (M/MuH/1,73 M2)*

TepmuHanbHas XbI1 B TeyeHne 6 2 1 1 1 1

HabnoaeHns

CmepTb B TeHeHWe HabnoaeHns 3 1 1 0 1 0

MpumedaHne. MH — mem6paHo3Has HedpponaTtus, IgAH — IgA-HedponaTtusi, BMU — 60ne3Hb MUHUMasbHbIX 3ameHeHui, @CIC — pokanbHo-
cermMeHTapHbIii rnomepysiocknepos, M - rnomepynonatusi, CK® — ckopocTb kiy6oukoBoi punstpaumm, HC — HeppoTUHECKNin CUHOPOM,
'TNH - rpaHynemaTo3Hbl TyOYNONHTEPCTULMaNbHBIA HEDPUT, *Noce NCKNIOYEHMS Clly4aeB C TepMUHanbHon ctaguein XBI.
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OpraHoB MOJBEPTaioCh CUCTEMAaTHYECKOW PEBU3UU
y BceX OOJBHBIX. Y OOIBHBIX C CAPKOUT030M JIETKHX
IJIs OTIpeNielIeHUs CTENEeHHU TSKECTH MOpaKEeHHS
HCIIOIb30BAJIACh YETHIPEXCTANIHAs PEHTTEHOIOTH-
yeckas knaccuukanus: | craaus — OunarepaibHOE
YBEIMUCHHE BHY TPUTPYIHBIX TUM(ATHUECKUX Y3II0B;
I cTagust — MHGUITBTpAIHSI IETOYHOM TKaHH, AaCCOINH-
poBaHHas ¢ BHyTpUrpyHoi anenonarueid; 111 cranus
— M30JIMPOBaHHAs MHPUIIBTPALIKS JETOYHOM TKaH! 0e3
dbubpoza; IV cragus — pudbpo3 nerounoit Tkanm [28].
Jiist Bcex MarueHToB perucTprupoBaiach HHQOpMaIys
0 TepamnuH CapKoW03a, BKIOUask CTEPOUIBI W/WITH
MMMYHOCYTIPECCUBHBIE TIPENapaThl.

JluarnocTuka riioMepyJionaTum

Juarno3 xponudeckoit 6osxe3nu mouyek (XbII)
OCHOBBIBAIOT HAa CHM)KEHUHU PACUETHON CKOPOCTH
kiyooukoBoii Gpunbrparnuu (pCKD) menee 60 mur/
mun/1,73 mM* o popmyne MDRD B Teuenue, kak
MUHUMYM, 3 Mec [29]. O npoTeuHypHuu CyIuiIn Ipu
aKcKkpenn ansoymuHa > 0,3 r/cyt. Hedporuueckuit
CHHJIPOM BEpU(PUIIMPOBAIN TIPH HATUYHN TIPOTCHHY-
puu Gosiee 3 T/CYT U CHHKCHHU KOHICHTPAIUK ajlb-
OyMuHa chIBOpOTKH MeHee 30 1/71.

Jwunarnoctuka BMU Bkitouana MUHUMAJIbHBIE W3-
MEHEHUS KIIyOO4YKOB (IIPH CBETOBO MUKPOCKOIIHMH)
IIPH OTCYTCTBUU JICTIO3UTOB MMMYHOIJIOOYJIMHOB H/
nnu komiieMenta [30]. ®CI'C guarHocTupoBaics
10 HAJIMYHUIO CETMEHTAapPHOT0 KoJuIarca KiryOOdKOBBIX
KauJUISIPOB C OOJACTAMH CKJIEpo3a B KIyOOUKax,
ACCOIMMPOBAHHBIX C (DOKATILHBIM M CETMEHTAPHBIM OT-
noxkenreM [gM u C, B 30HaX CETMEHTapHOTO CKIIEPO32
kiryooukoB [31]. MH xapakTepuzoBaiack TpaHyssip-
HBIMH CYO3MTUTENNATbHBIMI OTIOKEHUSMH UMMYHO-
m100YTHMHOB U KOMIUIEMEHTA BIOJb 0a3aIbHOM MEM-
OpaHbl IPU UMMYHOQITIOOPECIICHTHOM HUCCIICTOBAaHIH
[32]. duarnoctuka IgA-Hedponaruu 3akiovaiach
B BBISIBJICHUH JIOMHUHAHTHBIX MJIU KOJOMHUHAHTHBIX
IgA-nenosutoB B Me3anruu [33]. bonpHbIE, COOT-
BETCTBYIOIIHNE TIEpECMOTPEHHBIM KpuTepusm 1997 1.
Awmepukanckoro Komnemka Pemaronoruu (American
College of Rheumatology) /it THarHOCTUKH CUCTEM-
Ho#l kpacHo#l Bomuanku (CKB), ¢ ycranoBieHHBIM
JMarH030M CapKoOH/103a TaK)Ke BKIIOUAJIMCh B HACTOSI-
mee uccnenaopanne [34]. B aTux ciydasx modeqHbie
noBpexaeHus npu CKB Obutn nmpoaHann3upoBaHbI
B COOTBETCTBUM ¢ Kiaccuduranuend 2003 r. Mexay-
HaponHoro OomectBa Hedpoaoruu (International
Society of Nephrology) u O6riectsa [loueunoii I1a-
toioruu (Renal Pathology Society) (ISN/RPS) [35].

Jnst 6onpHBIX ¢ tuarnozom MH, BMU nan ®CI'C
YpOBEHb IpoTeuHypuu MeHee 0,3 r/CyT B TeUeHHUE
6 Mec cunTascs MONHOM pemuccreil. boabHbIE ¢ ypoB-
HeM npoterHypu oT 0,3 10 3 I/CyT P yMEHBIICHUH

ee ypoBH:I, Kak MUHUMYM, Ha 50% ¥ ¢ KOHIIEHTparmei
anbOymMuHa KpoBH Oostee 30 I/J1 CYMTATUCh TOCTUT MU
yacTUuHOM pemuccuu. Pemuccus npu IgAH n Bomaanod-
HOM HE(pHUTE CUUTANACH JOCTUTHYTON TMPH CHIKCHUH
nporeuHypuu 6osee ueM Ha 50% OoT Ha9aTbHOTO YPOBHS
€O CTaOWITHM3aIIMCH WM TTPH MOBBIIIICHUH 3HAYESHHH TIOKa-
sarerst CK®. Crenududeckoe iedeHne NoMepyionaTui
(crepouHasl W/MIHM UMMYHOCYTIPECCUBHAS TEpaITs)
MIPOBOAMIIOCH ¥ BCEX OONBHBIX.

PE3YJIbTATbI

Kannuveckne n Mmopdoaornyeckue JaHHbIe
00JIbHBIX € IJIOMepyJonaTneil H capKouI1030M

PerpocniekTuBHO OBITM BBISABICHBI 26 OONBHBIX
(18 myxumn u 8 xeHmun). Ux nemorpaduyeckue,
OHMONIOTHYECKUE M KIMHUYECKUE TaHHBIC PUBE/CHBI
B Tabm. 1. CpeaHuii BO3pacT K MOMEHTY YCTaHOBJICHHUS
JIMarHo3a CapKoM103a U IIIOMEpYJIONaTHy CocTaBui 37
net (ot 19 mo 56 ner) u 39 ner (ot 6 mec A0 59 ner)
COOTBETCTBEHHO. B 22 ciyyasx n1uarto3 capkomnosa
OBLT MOATBEPXKACH MIPU OMOIICUM OpPTaHa WM TKaHHU.
Moponoruueckoe NoATBEPIKICHHE CAPKON103a ObLIO
OCHOBaHO Ha Ouoricuu Jerkux (9 ciryuae), Ouorcuu
koku (3 ciydast), Ouoncuu AUMQpaTHUEeCKUX Y3JI0B
(7 cnyuaeB), Onoricun Mbimsl (1 cimydait), mepuro-
HeanpHOM Ononicuu (1 caydait) m OMOTICHH CITFOHHBIX
skene3 (1 cmydaii). B 4 cmygasx nuarHo3 capkoujgosa
OCHOBBIBAJICSI TOJBKO HA COYCTAHWUU KIMHHUYECKUX,
OMOJIOTUIECKUX M PEHTTCHOJIOTUYECKUX JaHHBIX [27].

Cranuu capkouj0o3a BHYTPUTPYIHOH JIOKanIHu3a-
MW OBUTH MTONTBEPIKICHBI PEHTICHOJIOTHYECKH B 22
ciydasx: y 9 60sbHbBIX ObLIa BhisiBIcHA | cTanus, y 10
— Il ctamua u y tpex — III cranus. Dxcrparopakaib-
Has Jokanu3anus 3adonesanus (kpome ['THH) Obiia
ycTaHoBjIeHa B 22 ciydasx. CpeqHee 4uciao OpraHos,
MOpPaKEHHBIX CAPKOUI030M, COCTaBHIIO 2,0.

VY 9 manuentoB (34%) capKkoumo3 pacleHEeH Kak
HEaKTHBHBIA M He TpeboBal crienuduieckoro Jieue-
Hus. OJIUH TalMeHT TOoTyYal MECTHYIO CTEPOUIHYIO
TEparuio 1o noBoay yseuta. 16 6ompHBIX (61%) 110-
Jy4yaid CUCTEMHYIO CTEPOUIHYIO TEPAIHIO C IEIbI0
KOHTPOJISI aKTUBHOTO KU3HEYTPOXKAIONIETO TEUCHHUS
capxono3a. B 8 cnyuasx crepouHas Tepans npuBe-
J1a K TIOJTHOW peMHUCCHHU TPaHyIeMaTO3HOT0 IpoIiecca.
Cpenn ocTaBIIMXCS 8 MAIIMEHTOB y TPeX pa3BHIICA
CTEPOUA-3aBUCUMBINA CapKOUI03, MOTPeOOBABIIHI
MPOJIODKEHUS TEPAITNH; Y TISTH OCTABIINXCS OONBHBIX
PETUCTPUPOBANIOCH CTEPOU-PE3UCTEHTHOE TEUCHHE
CapKoOM103a, YTO BBI3BAJIIO HEOOXOAMMOCTH HMMYHO-
CYTIpeCCUBHOM Tepanuu: a3aTHoNpuH (B 2 ciaydasx) u
TUTAaKBeHW (B 3 ciyvasx).

I'momepynonarus Oblsla JUArHOCTHPOBAHA TOCTE
BBIsIBIIEHUS capkouao3a B 11 ciyuasx (y 42%), B cpen-
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HeMm uepes 9,7 roma (ot 10 mec 1o 20 eT; cm. Tabm. 1).
VY 3TUX NanyeHToB MoJHAast PEMUCCHS CapKOUI03a Ha
MOMEHT He(hypoOHoIICHH OblIa OIpe/ieNieHa B 6 ciry4a-
sIX, HEAaKTUBHOE TEUCHUE, He TpeOOBaBIIIce TIPOBEICHUSI
JIeYeHUs], B 3 CITydasix, pe3UCTEHTHOCTD K CTEPOH/THOM
Tepanuy — B | cilydae ¥ CTepOuIHAs 3aBUCUMOCTbD — B
1 ciyaae. B 6 cimyuasx (y 23%) rimomepyiionartus mpe/i-
IIECTBOBAJIA CAPKOUI03Y B cpemHeM Ha 8§ jieT (0T 6 mec
10 25 net). Y 9 60mpHBIX (35%) 0omHOBpEMEHHO OBLITH
BBIIBIICHBI TIIOMEPYJIONATHsI U capkouio3 (Tadm. 2).
Bce »tu 6onbHBIE 32 HCKITIOUEHHEM TMTaruenTa 2 (1T2)
MOJIy4alld UCKIIIOYUTEIBHO CTEPOUJIHYIO TEPAITHIO
JUIsL JISYCHUsT 000MX COCTOSIHUHM, HE3aBUCUMO OT THUIIa
IJIOMEPYJISIPHOTO noBpeskaeHus. IIpu Takoil Tepanuu
TIOJTHASE PEMUCCHS CapKOU03a Oblja JOCTUTHYTA B 4
ciaydasx (y orsd, nt7, nt8 u nT9). Y 3TuX O0IBHBIX
3¢ EeKTUBHOE JICUCHHE CaPKOH 1032 OBLIIO aCCOLUUPO-
BaHO C ITOJIHOM PEMUCCHUEN ITIOMEPYJIONATHH TOJIBKO B
OITHOM citydae (IIT7) ¥ ¢ YaCTHYHOM peMHUCCHUEH B TPEX
cinydasx (ntd, nt8 u n19). Y Tpex Apyrux O0IbHBIX
(ntl, nT3 u nT6) cTepouaHas Tepamus MpuBesa K
MOJTHOM PEeMUCCHU IJIOMEPYIIONATHH, HO He BbI3Baja
WHTyKIIUY PEMUCCHU CAPKOUI03a. Y OIHOTO OOIBHOTO
(T4) cTepon bl He BBI3BAIM PAa3BUTHS PEMHUCCUN HU
[JIOMEPYJIONaTHH, HU CapKOHI03a.

CHieKxTp MOMepyIIsiPHBIX TOPayKeHNH, aCCOIIUUPO-
BaHHBIX C capKou030M, nipezacrasien: MH —B 11 ciy-
qasx (42%), IgA-nedponarueii — B 6 ciydasx (23%),
OCT'C -84 cayyasx (15%), BMU — B 3 ciy4asix (12%)
U TposuQepaTuBHBIM BOTYaHOYHBIM HE()PHUTOM — B
2 ciydasx (8%). Kak mokazano Ha puc. 1, MH gare
BCTpeUasach Mpy CapKou03e, 4eM B 00IIeH mormyIsi-
mu (42% cimydaeB ipotuB 10—15% rmomepysomnatuit
B 0O0Iel MOMyNAlNK), TOTJA KaK Mpodne IIIoMepy-
JIOTIaTHM BCTPEYAINCh ¢ paBHOM yacToToit [36, 37].
I'TUH nabmromaicst B acCOIUAIAN ¢ TTOBPEKICHUEM
Kki1yOoukoB y 6 manuenTtos (23%) (puc. 2; 3A.B; 4) u
MIPUCYTCTBOBAJ HCKIIIOUMTENLHO B HedpoOuonraTax
OOJILHBIX C COUYETAHHEM CapKOMJI03a U TIIOMepyJIoma-
T (cM. Tabn. 2). Cpenuuil ypoBeHb MPOTEHHYPUU
Ha MOMEHT MaHHU(ECTAIMH IMOYECYHOTO MOPaKEHHUSI
cocrasui 5,7 r/cyt (ot 0,45 no 20 r/cyt). Cpennss
BenuunHa CK® Ha MOMEHT yCTaHOBJICHUS THATHO3a
rIoMepyionaruu cocrtasuna 70,7 mu/mun/ 1,73 mM? (ot
16 1o 133 m/mun/1,73 M?). Y 9 marueHToB Ha MOMEHT
Hedpobduoricun nmenack nmodedHas aucynkims (CKO
menee 60 mia/mun/1,73 m?).

Memopano3Hast HepponaTus

B namem mccaenosanuu MH Onima nanOosee
4acTOW INIOMEPYJIONaTHeN, aCCOLIMUPOBAHHON C cap-
xonmo3oM (42% cmydaeB). OIuH U3 3THX MMAUCHTOB
ObL1 onican panee [14]. B npencraBnenHoii rpyrne
TOJIBKO Y TPOUX OOJIBHBIX ITIOMEPYIISIPHOE TIOBPEXKIe-
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HUE TIOSBUJIOCH OTHOBPEMEHHO C CApKOU1030M, TOT/IA
kak MH nipeniiiectBoBaia MaHU(ECTALIMU CAPKOU103a
B 5 cimywasx (cpenHuil BpeMeHHOi nar 4,5 ner). ¥V 3
Ipyrux nanreHToB MH Obu1a iuarnoctupoBaHa mocie
capkomnnosa (B cpeqHem uepe3 12,6 roga). Cpenuss
BeJIMYMHA NPOTEUHypun cocraswia 7,4 r/cyt, CK®
Ha MOMEHT auarnoctukd MH — 79,2 mn/mun/1,73 m2.
B cnyuasix ¢ onHoBpeMeHHBIM pazButueM MH u cap-
koumo3a (ntl u 9) npu HeGpoOMOTICHN BBISIBIICHA TH-
nuunas kaptuaa [ ' TUH B acconmanmu ¢ KiryO00IKOBBIM
nopakenueMm. Y ntl Ha (oHE CTEPOUAHON Tepanuu
pasBuiach mosHas pemuccus MH, Ho He Obl1a TOCTHUT-
HYTa PEMUCCHH CapKOMJ103a JaXe T0ciIe 100aBICHUS
TJJAKBEHWJIA K CTEPOUTHON Tepamuu (cM. Taom 2).

IgA-nepponarus (IgAH)

VYV Tpoux u3 6 MaUMEHTOB C THCTOJOTHYECKHU
JnokazaHHoOM IgAH rmomepynonarus u capKouao3
BO3HHUKJIM OJHOBpeMeHHO. Y 3 ocranpHbIX IgAH
MaHU(pecTHpOBaIa TOCle CapKOUI03a, B CPEAHEM
yepes 6,7 roga. CpenHuil ypoBeHb NMPOTEUHYPHH Ha
MOMEHT BBISIBIICHHS He()POIIATHH COCTABIISUT 5 T/CYT.
Cpennsist Bennunna CK® B atoit moarpymie — 60,9 mi/
mun/1,73 Mm% Bce 00bHBIE ¢ OJHOBPEMEHHBIM pa3-
BUTHEM capkongo3a u IgAH (cm. Tabm. 2: o5, nTé u
NT7) NOTyYaau CTEPOUIHYIO TEPAITUIO, YTO MPUBEIIO K
MOJTHON PEMHUCCUH capKou103a B 2 ciyyasx (M. TalJl.
2: TS5 U NT7); ICYCHHE a3aTHOTPUHOM IMOTPeOOBAIOCH
MIPY HEKOHTPOJIUPYEMOM T€UEHHH CapKOKI03a B OTHOM
ciaydae (cM. Tabin. 2: nr6). CrepougHas Tepamnus uH-
TyurpoBaja moiHyio pemuccuio IgAH y 2 u3 tpex
MalueHToB (cM. Tabm. 2: nTd u NT7) U YaCTUIHYIO
pemMuccuio y ogHoro (cM. Tabm. 2: oT)).

DokaabHO-CErMEHTAPHBIN [NIOMEpPYJI0CKIIepo3

VY deTpIpex MalnHueHTOB OBbUIM BBISBICHBI THUITHY-
Hple u3MeHeHus st CI'C npu HeppoOHonCcuu.
[Moueunast GpyHkuMs OblIa 3HAYMTEIBHO CHIKEHA
(cpemnee CK® 51,2 mu/mun/1,73 m?), cpennuit ypo-
BEHb MPOTEUHYPHUH cOCTaBISLI 4,5 T/cyT. Capkonos
1 OCI'C 6pUTH AMATHOCTUPOBAHBI OMHOBPEMEHHO Y 2
6ompHBIX 1y ente 2 6onbHBIX DCI'C pa3Buiics nocine
capkougo3a uepe3 7,3 u 19,8 roma cOOTBETCTBEHHO.
Tunuunsie s ['TUH nopaxxenus Obutn 0OHApyxKe-
HBI B He(poOHonTare O0JILHOTO C OJHOBPEMECHHBIM
pazsutueMm @CI'C u capronnosa (cMm. Tadu. 2: nr3).
CrepounHas Tepanus y JaHHOTO OOJIbHOTO MpHBENa
K TTOJIHOM peMUCCUH TIPOTEUHYPUH, HO HE MOBIHATIA B
3HAYUTENIbHOM CTENEeHU Ha TIPOSBICHHS CapKOU103a.
Y BTOpOro O0JIBHOTO C OJJHOBPEMEHHBIM Pa3BUTHEM
OCI'C u caprousosa (cM. Tabmi. 2: nt4) cTepouaHas
Tepanus He MpHUBeila HU K YMEHBIICHUIO TPOTEHHY-
pUH, HU K YIIy4IIEHUIO TeYeHHs capkougo3a. Hecmo-
Tps Ha TEPAIUIO a3aTHONIPUHOM, TEUEHHE CapKOU103a
0CTaJ0Ch HEKOHTPOJIUPYEMBIM C Pa3BUTHEM TEPMHU-
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A B c

MCNS (12%)

Lupus nephritis (8%)

Lo Lupus nephritis (13%)
Lupus nephritis [79%)
MN (42%)
MN {15%)
MM {10%)
1gAN (25%) IgAN (22%) IRAN [23%)

Puc. 1. BcTpeyaemMoCTb CapKona03-aCCoOLMNPOBAHHbIX MTOMe-
pynonatuin B 0bien nonynauuun. A. tanbsiHupl, 11795 6uoncuin
¢ rmomepynonatuamm n3 13835 6uoncuin ¢ 1987 no 1993 r.
B. AMepukaHubl, 195 6uoncuin c 1974 no 2003 r. C. iccnepyemas
Bbibopka ¢ 1977 no 2012 . BMU — 601€3Hb MUHUMaSIbHBIX U3Me-
HeHuil, PCIC — pokanbHO-CEerMeHTapHbIV rOMepPYoCKIepos,
MH — membpaHo3Has Hedponatus, IgAH — IgA-HedponaTus.

HanbHOM ctaguu XbI1y nannoro 6onsHOTO Yepes 3,7
roza oT Hayaya OOJNIe3HH.

Bone3np MUHMMATBHBIX H3MEHEHU T

BMMU Ha ¢one capkomnmo3a IHarHOCTHPOBaHA
y Tpex OonbHBIX. B onHOM ciyyae o06a cocTOSIHHA
pa3BHUBaJINCh OJHOBPEMEHHO, B ApyroM bMU manu-
(ecTupoBana crycTa 5 JeT mocie capkouao3a, a B
TpetbeM BMU pazBunace 3a 25 net 10 capkouaosa.
Hedpornueckuii cuaapom 6e3 3HaUNTETBLHOTO CHU-
KEHUS TOYEUYHON (YHKLIMHU IPUCYTCTBOBAI Y BCEX
OosibHBIX Ha MOMEHT Hedpoduoncuu (cpenusist CKD
77,1 mu/mun/1,73 m*). TTUH 661 accoruupoBan ¢
MOpaXEHUAMH, XapakTepHbiMu 1yt BMU y 6ombHOTO €
ofHOBpeMeHHBIM pa3ButueM bBMU u capkonnosa (cm.
Tabm. 2: nt8). CrepongHas Tepanus 1 Teparus MUKO-
(eronaroM MO(ETHIIOM Y JaHHOTO OOJILHOTO IPUBEIH
K YaCTUYHOM PEMUCCHH HEPPOTUUECKOTO CHHAPOMA,
TOrJa KakK MOJHAas pEeMHCCHUSl capKomjo3a Obuia J0-
CTUTHYTa IOce CTepOMIHON Tepanuu. llanueHT c
BMMU, npenmecTBoBaBLIel pa3BUTHIO CapKOM103a,
HMeJl MHOTOYMCIICHHBIE PELUANBEI HEPPOTHUECKOTO
CHHJIpOMa U NOJIydYall HECKOJIBKO KypCOB UMMYHOCY-
[IPECCUBHOM Tepanuu Mo MoBOJY CTEPOHI-3aBUCUMON
BMMU. HeoxumaHHBIM OKa3aJIOCh TO, YTO JaHHBIA
OONBHOI He TMoMyYan CTEPOMIHOM H/HIU UMMYHO-
CYIPECCHBHOM Tepalnuu Ha MOMEHT JUarHOCTHUKHU
capkono3a. [ToBropHOE Ha4ao CTepOUTHOM Tepanun
CIOCOOCTBOBAJIO PEMUCCHU CAPKOUI034.

I[Ipoim¢epaTuBHbIi BOTYAHOYHBIH HeQPHUT

J1Boe GONBbHBIX C aHAMHE30M CTEPOH/I-PE3UCTEHTHOTO
CapKoOM03a UMEJIH TUCTOJIOTHYECKH BepU(ULINPOBaH-
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Heili BoimuaHouHblll (CKB) mimomepynonedpur (kiacc
IIIA B ogaOM cimyuae u IIIA V — Bo BropoMm). Y nan-
HBIX OOJIBHBIX CAPKOWI03 PA3BUIICA /10 YCTAHOBICHUS
nuarno3a CKB 3a 10 mec u 7 €T COOTBETCTBEHHO.
Hedpobuoricus B 000ux ciaydasx Oblia BBIIOJIHECHA
o nosoxay nporeunypun (1 u 0,45 r/cyt coorBeT-
CTBEHHO), aCCOIIMMPOBAHHON ¢ MUKporemarypueii. Ha
MOMEHT YCTAaHOBJICHHS AMArHo3a aHTHUHYKJIeapHbIe
aHTUTENa 0OHAPYKEHBI HE OBLIN, HO OBLITH BBISIBIICHBI
npyu MaHuQECTaluu MOYeYHO! maTonoruu. Tepanus
BOJ'YAHOUHOTO HepUTa COCTOsIIa U3 CTEPOUJIOB M
mukiodochamuia B 000MX CIydasix, IPAYEM TOITBKO
B OJIHOM clTy4yae ObLIa IOCTUTHYTa IMOJIHAS PEMHCCHSI.

JuTenbHoe KINHUYecKoe HAOI01eHue

B 18 u3 26 ciyuaeB a5 JeueHus TNIOMEPYJIONaTHH
WCTIOJIB30BAIUCH CTEPOUABI MU IUTOCTaTUKU. [loa-
JiepKuBaloliee jedyeHne Obuto HadaTto y 8 OONbHBIX
(5-cMH,2—-clIgAHu 1 -c ®CI'C). B xonre na-
OmrofeHNs (IUTUTETFHOCTRIO B cpefHeM 8,4 T) momHast
peMucCHs IJIoMepylonaTuy ObUla MOATBEPKACHA Y
9 GONBHBIX, YaCTUYHAA — y 8§ OONBHBIX. Y 3 JApPYyrux
OOJBHBIX OTMeuajach 3HAYUTENIbHAS MEPCUCTHUPYIO-
1ast IpOTenHypus. Y 6 ManueHToB pa3BuiIach TEPMHU-
HasbHast cragust XBI1, uto moTpeboBao npoBeneHNs
XPOHMYECKOTO TeMOJNain3a; TPOUM M3 HUX Oblia
BBITIOJIHEHA TPAHCIUIaHTAIM TOYKH. B KoHIIe HaOIt0-
nenus cpenusisa ennanHa CKO (mocne uckiouenus 6
001bHBIX ¢ TepMuHaNbHOI cTaauel XbII) cocraBuna
67,8 mu/mun/1,73 M2, Tpoe GOJIBHBIX YMEPJIH.

OBCYXAEHUE

YV HEKOTOpBIX MAIMEHTOB C CAPKOU030M MOYKU
MOTYT OBITH OCHOBHBIM MECTOM BOCIAJIUTEIHHOTO U
IpaHyJIeMaTO3HOTO ITOPAXKEHHUs, YTO COMTPOBOKAAETCS
3HAUUTENILHBIM CHW)KEHUEM (QyHKIUH mouek [7]. B
ITHX CITy4asiX, BEPOSTHO, YTO UHPHUIBTPAIUS HHTEP-
CTHUIMAILHON TKAHU aKTMBHPOBAHHBIMU T-KJI€TKaMu
¥ Makpodaramu IPUBOAUT K 00pa30BaHUIO TPaHyIeM
U (OpMUPOBAHHMIO MHTEPCTUIIMATBLHOTO HedpuTa.
W3penka BeTpevaroTcs MOBPEXKICHUS TIOUEK Ha GoHe
CHCTEMHOTO CapKOU/103a, HO MOJIEKYJIIPHBIE MEXaHU3-
MBI, JIeKalllie B OCHOBE TAKOI aCCOIUAINN, OCTAIOTCS
HesiICHBIMU. L{e/Tb10 JaHHOTO PETPOCTIEKTUBHOTO HCCIe-
JIOBaHMsI OBLITIO HE YCTAaHOBJICHHE YACTOTHI H/HITH pac-
MIPOCTPAHEHHOCTH MIPH CapKOMA03€ TIIOMepyIoNnaTun
M0 CPaBHEHUIO C MHTEPCTUIMAIBLHBIM HEQPUTOM, a
WCKJTIOYUTEIHHO OITMCaHKe CIIEKTPa IIIOMEpYJIONaTHiA,
HaOII0IaeMBIX TIPU CapKOUI03E.

B macrosiiem ucciaenoBaHUM OBLIO MPOJEMOH-
CTPUPOBAHO, YTO MIPU CAPKOUI03€ MOKET UMETh MECTO
ITUPOKUN JAMANa30H MOBPEKIECHUN KIyOOUYKOBOTO
armaparta. [lockonbKy B 3TOM ITIOMEPYJISIPHOM MTOBPEXK-
JICHUH HE yYacTBYIOT OObIYHBIE TATO(PHU3NOIOTHIECKHE
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Puc. 2. XapakTepHsblii cnyyaii 'TUH, accoummnpoBaHHoro ¢ MH
(nT1) (okpacka Tpuxpom no MaccoHy). B npenapare anutenmo-
WOHO- U TMraHTOK/IETOYHAs FpaHysiema, NpMMbIKaioLLas K Heuame-
HEHHbIM KJTy6o4kam. MIMMYHODNIOOPECLIEHTHbIN aHann3 BbISBU
cybanuTennanbHble rpaHynsipHble oTnoxexus IgG (He ykasaHbl).

Puc. 3. I'paHynemMaTo3HbI MHTEPCTULManbHbli HedpuT, pas-
BMBLUMICA ogHoBpemeHHo ¢ DCIC (NT3) (okpacka TPMXPOM Mo
Maccony). A. HTepcTuumansHas Hekaseos3Has anuTennona-
HOKJ1IETOYHAs rpaHynemMa, accoumMmpoBaHHas ¢ nuMmoumTamMmu.
OTmeyvaloTCcs HeKOoTopble NpU3Haku Tydbynuta. B. TunuyHoe ans
®CIC nopexaeHvie B BUAE NNOTHOro pybua knyboyka ¢ agre-
3uen (cuHexunn) K BoymeHOBOW Karcyse, OKPY>KEHHOr0 BEH4MKOM
1 rMnepnnasupoBaHHbIMY BUCLLEPaSbHLIMW SMUTENMOLMTAMMU.

Puc. 4. BMW, accoummnpoanHas ¢ [TUH (nT8) (okpacka cepebpe-
Huem no xoHcy). Anddy3Has rpaHynemarosHas uHunstpaumsa
VHTEPCTULNS, COCTOALLASA U3 ANUTENMANBHBIX U TUTaHTCKNX KNEeTOK
BCEro MHTepCcTUUUs 6€3 rMoMepySpHOro NOBPEXAEHNS Y naLm-
eHTa Cc HedPOTNHECKUM CUHOPOMOM. MIMMYHODIIOOPECLIEHTHbIN
aHann3 OTpULATENbHbIN AN BCEX UCCNeA0BaHHbIX Kiy6O4KOB.

MeXaHU3MBI, BOIIPOC O CYIIECTBOBAHNE MPSIMOH CBS3U
MOJIEKYJISIPHBIX MEXaHU3MOB MEX]y CapKOHI030M U
TJIOMEPYJIONIAaTHsIMUA OCTAETCS OTKPHITHIM. TeM He Me-
Hee, XpOHOJIOrHYecKas 3aBUCUMOCTb, HaOMio1aBIascs
B 9 citydasix, ¢ BHICOKOM BEepOATHOCTHIO MPEATIONaraeT
B3aMMOCBSI3b TNIOMEPYJIONATHH C CAPKOUI030M Y 3THX
MAI[eHTOB.

Capkoun103 XxapakTepusyercs WHQHUIbTpanuei
Th -kneTkamyu ¥ Makpogaramu o4aro BoCHase-
HUSI U TIpeoOiiaiaronieii SKCIpeccuel UTOKMHOB
Th -k1eTkaMu, B TO BpeMs KaK 3KCIPECCHUs MPH
CHIKEHUU YPOBHS IIUTOKHMHOB, IKCIPECCHUPYEMBIX
Th,-knerox, camxaercs [38, 39]. HenaBnue uccie-
JTOBaHMS TIOKa3ajH, YTO CApPKOM103 aCCOIMUPOBAH C
yBEJIMYEHHEM CYOKJIOHAa PErylATOPHBIX T-KJIETOK ¢
aHTUNpONIH(pEpaTUBHON aKTUBHOCTBIO [40]. BoJib-
HIMHCTBO TIIOMEPYIIOTIATHA, Pa3BUBAIOIINXCS Ha POHE
CapKou103a, IPEIOIOKUTEILHO BBI3BAHBI TUCYHK-
1ueit MMMYHHOM cucTeMbl. [TomyueHbl yOenuTenbHbIC
JloKa3areyibCTBa, YTO peuuIuBbl iepBuyHoit BMU u
OCI'C Takke SABJISIOTCSA Pe3ybTaToM TUCHYHKINAN
UMMYHHOU cucteMsl [41]. Takum o6pa3om, MbI MO-
JKeM 3aKJIFOYHUTh, YTO IUTOKHUHBI, JIOKAIBHO MTPOIYIIH-
pyeMble rpaHyJieMaMy, MOT'YT IIPUBOJUTD K TIOBPEXK-
JIEHUIO TIIOMEPYJISIpHOTO Oapbepa. JlefcTBUTENbHO,
OITyOJIMKOBaHBI CBEACHHUS O TIOBBIIIEHHOM MPOAYKIIUN
TNF-anbha makpodaramMu U aKTHBUPOBAHHBIMHU
T-xnerkamu rpanynem [42]. Ha ocHOBe naHHBIX,
MOJTyYEeHHBIX SKCIIEPUMEHTAIBHO, MIPEANoIaraeTcs,
y10 TNF-a1b(ha MokeT yBeJIUUYUBaTh IPOHUIIAEMOCTh
rioMepyisipHoro ¢guiastpa [43]. B cooTBeTCcTBUU
C MPEeABIAYIUMHI HCCIEOBAaHUIMHU, HaMHU OBILIO
oOHapyxeHo, 4To MH sBisieTcs Haubonee yacTon
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JIOMEPYJIIPHOM MAaTONOTHEN, aCCOLUUPOBAHHON C
capkougo3oM [6, 10], 1 9acTo mpeaIIecCTBYET EMYy.
CooTHo111eHuE M0JI0B, CPEAHHUI BO3paACT MAIMEHTOB,
J0J1s1 OONTBHBIX C HE(POTHUECKUM CHHAPOMOM aHallo-
ru4Hel Ipu cirydassx MH u npu uanonaruyeckoit MH,
ACCOIMUPOBAHHON C capkougo3oMm [44—47]. Moneky-
JISIpHBIE B3aUMOCBS3M MEXIY JAHHBIMH COCTOSTHUAMU
OCTAIOTCS HESICHBIMH, MOCKOJIBKY /10 HACTOSIIETO
BpEMEHHU He ObLI0 OOHApYKEHO aHTUTeHAa-MHILIEHU
nnu crnenupudeckux anturten. L{upkyaupylomue
MMMYHHBIE KOMITIEKCHI ¥ THIIEPraMMarioOylInHeMus
SIBIISTIOTCSI OOBIYHON HAXOMKOW Y OOJBHBIX C CapKOU-
no3oM [27]. Hekotopoe Bpemst Hazan Knehtl et al. 6bu1
onucaH ciyyaii capkonioza 1 MH, acconuupoBaHHBIX
C HAJIMYMEM aHTUTEN K perenTopy anTrdocdonunassl
A, (anti-PLA2R), B CBsI31 C 4eM OBLIO BBICKa3aHO MpPE/-
TIOJIOXKEHHE O BO3MOKHOCTH OOIIIET0 MaTo(hU3HO0I0Tr nye-
CKOTO TIporiecca MpH epBUYHO 1 BropuuHoit MH [14].
Y tpex 60nmpHBIX TpU3Haky IgAH nosBunces ogHOBpe-
MEHHO C aKTHBHBIM CapKou1030M. TecHas XpoHOIOTH-
YyecKas CBSI3b B JJAHHOM CITydae MO3BOJISIET TOJIarath,
YTO HApyUIeHHE PETYISIUY UIMMYHHOM CHCTEMBI TIPU
CapKOMI03€ MMPUBOIUT K OTIIOKEHHUIO ICTIO3UTOB 1gA B
IJIOMEPYIIIPHOM Me3aHruyMe. J[eficTBUTENILHO, POITyK-
LU IMTOKMHOB MOYKET TaKKe UTPaTh KITIOUEBYIO POJIb B
BBIPa0OTKE M NIMKO3UIIMPOBAHUU CUCTEMHOTO IgA, uTo
npuBoauT K passutuio IgAH [48]. CocymecTBoBanme
CKB u capxonio3a mpeICTaBIsSIeTCs OUeHb peaKuM [49],
HECMOTps Ha JaHHBIE HeJTaBHUX UCCIICIOBAHUI, T03BO-
JIMBIIUX BBISIBUTH YBEJHMUEHHE PAacIpOCTPaHEHHOCTH
CKB mipu capronnose [50]. B uccnenoBannn Weinberg
at al. 6bUTO MOKA3aHO, YTO HATMYUE aHTUHYKJICAPHBIX
AHTHUTEJ B CHIBOPOTKE OOJIBHBIX C CAPKOUI030M HE SB-
JsieTcsl IPeTUKTOpoM Tocneaytorero passutus CKB
[51]. B maHHOM HCCITeIOBAHUM HAMH OTIFICAHO JIBa MHTE-
PECHBIX CITy4ast BOTYaHOYHOTO He(pUTa, pa3BUBIIETOCs
Ha (poHE CTepOH/I-PE3UCTEHTHOTO TEUCHHS CAPKOUI03a.
BBunay Toro, 4ro narodusnogornyeckast CBI3b MEKIY
JMAHHBIMHU COCTOSIHUSIMU HEHM3BECTHA, Mbl HE MOXXEM
HUCKJIIOYUTD CIy4alHbIM XapakTep Takol acCOlMalUu.
Tewm He MeHee, TaHHBIH (QaKT MOUepKUBACT HEOOXOTHU-
MOCTb CHCTEMaTHYECKOTO CKPUHIHTa aHTUHYKJICAPHBIX
AHTUTEJI TIPH CAPKOHI03€ C TIOUEUHBIM TTOBPEKICHHEM.
B uccnenosannu Mahevas et al. 65110 MOKa3aHo,
YTO MOBpeXAeHUs, XxapakrepHele aius 'THUH, noss-
JISIOTCS OTHOBPEMEHHO C MEPBBIMU KIMHUYECKUMU
MpOSIBICHUSIMU capkounosa B 81% cmoydaes [8]. B
HACTOSIIIIEM HCCIIEAOBAHUN TOJIBKO B 9 ciydasx (35%)
ObL1a MOP(OIOTUISCKH BEpHU(PHUIIMPOBAHA TTIOMEPYJIO-
aTHsl, TIOSBUBIIASICS] OTHOBPEMEHHO C CaPKOUI030M.
Taxoke OBII0 TPOAEMOHCTPUPOBAHO, YTO Y OOIBHBIX C
[IEPBHIM PELIMANBOM CAPKOMI03a MOTYT OBITh HalICHBI
BCE TUIIBI ITIOMEPYIIONATHIA, KPOME BOTYAHOUYHOTO He-
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¢dputa. U3 11 cimydaeB capkomn103a, NpeaniecTBOBAB-
nrero Bepu(uKaIuy rJI0MepyJIonaTii, HA B OTHOM He
JIOKYMEHTHPOBAHO PEIHIMBa CApPKON 032 HA MOMEHT
HepoOuoncun. Tem He MeHee, Y TpexX OOJNbHBIX
OTIpe/IeTIsICs HeJIEUeHHBIN capKon03, a B IBYX APY-
THX CITy4asX UMeJ MECTO CTePOU/I-PE3UCTEHTHBIN WIIN
CTEPOHI-3aBUCUMBIN CApKOHI03. DTH MATh KIMHUYE-
CKHX CJIy4aeB HaBOJSAT HA MBICIB O TOM, YTO ITOCTO-
SIHHAsI TPaHyJIeMaTo3Hast akTHBHOCTH MOYKET BTOPHYHO
COJICICTBOBATh Pa3BUTHIO IIIOMEPYJIOATHH.
[ToMrMoO yTOYHEHHS THIIA TTIOMEPYJIONATHH C 0~
MOIIBI0 HePPOOHOIICHH, BaXKHOI LIETbI0 HACTOSIIIETO
MCCIIeIOBAHUS SIBISAJIOCH ONpejesieHue OTBeTa Ha
CTEPOHIHYIO TEPANHIO y OOJIIBHBIX C OTHOBPEMEHHBIM
pa3BUTHEM IJIOMEPYJIONaTHH U capkonmosa. Hexas-
Hee HccliefloBaHue, BKiItoyaBiiee 47 KIMHUYECKUX
cly4aeB, MPOJEMOHCTPUPOBANIO, YTO 2 KpUTEPHUs
(ncxonnas crernens (GuOpo3a mpu HedpoOUONCUN U
OTBET Ha CTEPOMIHYIO Tepamnuio B TeueHue 1 mec)
OBLIM B 3HAYUTEIHLHON CTEIICHH CBA3AHBI C IPOTHO30M
TedeHus moyeyHou natonorun y 6onbueix ¢ ' TUH Ha
¢done capkougo3a [8]. B HacTosIeM HCCiIe0BaHUU
WCKITIOYUTEIBHO CTEpOUHAs Teparus Obljla Ha3Ha-
YeHa BOCbMH U3 JEBATH OOIBHBIX, OJTHOBPEMEHHO
CTpaJalouX TIIOMEepyJionaTue U CapKoHUI030M.
[Monnas pemuccus oboux 3aboyieBaHUN OTMeYaach
B CAMHCTBEHHOM ciydae (cMm. Tabdm. 2: nr7/), Toraa
KaK YaCTUYHAasi peMHCCHUS TIIOMEPYJIONaTHH U TIOJTHOE
MCYE3HOBEHHE CUMIITOMOB CAPKOH 1032 3apETUCTPHPO-
BaHbI B TpeX ciaydasx (cM. Tadm. 2: ntd, nT8 u nr9). He-
CMOTPSI Ha CTEPOUIHYIO TEPAITHIO Y OJTHOTO OOJIFHOTO
(cm. Tabm. 2: nT4), IPOAOIIKAIOCH IEPCUCTUPOBAHNE
CapKOMJ103a U BbIpAKEHHOU NporenHypun. Hakonen,
OBLTO OOHAPYKEHO, YTO CAPKOMI03 YACTO OTIIMYAIICS
CTepOU-PE3UCTEHTHBIM HITH CTEPOUI-3aBUCUMBIM Te-
yeHueM (B 4 u3 8 ciyuasx). OqHaxo HedPEeKTHBHOCTh
KOHTPOJISI CapKOMA03a TIIIOKOKOPTUKOHJIAMHU HE TIpe-
MATCTBOBAJA MHIYKIMH PEMHUCCUU TIIOMEpYIONaTun
B Tpex ciydasx (cM. Tabn.2: nrl, nt3 u nt6). Jlanusie
HaAOTIOICHHS OTINYAIOTCS OT ONMMCAHHBIX paHee KIIH-
HUYECKHUX CIIy4aes, rje ObI0 COOOIIEHO O BIMSHUU
2 PEKTUBHON CTEPOUTHON TEPAITUH MIPU CAPKOHUI03E
Ha aKTHUBHOCTH TE€UeHHUs riomepyiomnatuu [17, 20,
24, 52]. Yka3aHHble HAOIIONCHUS TEMOHCTPUPYIOT,
YTO cama Mo cebe YyBCTBUTEIbHOCTHh CapKOUI03a
K CTEpOMJHON Tepanuu He KOPpEeNIHpyeT ¢ TaKOBOH
B OTHOILIECHUU TIOMEPYJIONaTHH, YTO 3aCTaBIAET
npeamnosaraTb He06X0IUMOCTh OoJiee arpecCUBHOTO
nedeHus npu o0oux 3a0oeBaHMsIX. JlelCcTBUTENBHO,
B OTJAJICHHOM Tiepuoe Haomoaenwst (B cpenaeM 101
Mec) y 6 u3 26 6onpHBIX (23%) pa3Buiach XpOHH-
Yyeckas MoueyHas HeJ0CTaTOYHOCTh, TpeboBaBIIas
XPOHUYECKOTO TeMOIMAaIN3a H/WIH TPAHCTUIAHTAIIUH
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MoYKH, XoTs cpenuss BenuunHa CK® Ha mMomeHT
He(poOuoncuu He OblIa 3HAYUTEIbHO CHIKeHa. C
npyroii croponsl — Rajakariar et al. moka3aiu, 4To y Ha-
OJTIOMaBIITNXCS B CPETHEM B TeueHHE 84 Mec OOBHBIX C
nzonuposanubiM [ ' THH Ha hone crepouiHoii Teparnmu
npou3onuIo 3HauuTeNbHOE MmoBkIimeHne CK® [9]. Ilo-
J0OHBIE Pe3yNbTaThl ONMCaHHbIe B padoTe Mahevas et
al., cCBUIETENLCTBYIOT O MEHBIIIEH YyBCTBUTEIHHOCTH
K CTepoHuJaM TJIOMEPYJIONaTHil 110 CPaBHEHHIO C MH-
TePCTUITHATBHBIM MTOBPEXACHNEM [8].

3SAKJTHOMEHUE

B HacTostiiiem nccineioBaHuy oKa3aHo, 4To CIEeKTP
[JIOMEpyJI0oTaTHi, HaOM0AaeMbIX MPU CapKOUI03e,
pa3Hoo0paseH, U uTo Juilb B 35% ciaydyaeB o0a 3a-
OoseBaHNs pa3BUBAIOTCS OAHOBPEMEHHO. B 310if cu-
TYaIlH 110 Pe3yIbTaTaM IIPOBEIEHHOT0 UCCIIeIOBAHUS
M30JIMPOBAaHHAS CTEPOU/IHAS TEPAIHs OKa3alach MeHee
3¢ PEeKTUBHOMN, UeM CUUTAIIOCh paHee. TakuM 00pazoMm,
ONITUMAJIBHBI 00BEM TeparTui MOXKET OBITh YCTaHOB-
JIeH TOJIBKO TIOCTIe TaTbHEUIITNX UCCIIeT0BaHHIHA.
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