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Cunapom Ilerpena (CIII) - ayTonMMyHHOE 3200JIEBAHHE, [T KOTOPOT'O XapaKTePHBI TUMGOnuTapHast HH-
¢dmrpTpanya 1 HapymeHne (DyHKITHH CIIOHHBIX, CJIE3HBIX H JPYTHX S9K30KPHHHBIX Kene3. IlepBHYHbIN CHHJ-
pom Illerpena (IICII) BcTpedaerca B OCHOBHOM Y B3POC/IBIX, HAM0O0JIEE 9ACTO Y *KEHITHH CPESHEIo BO3pacTa u
penko y nereit. TyOyJIOMHTEPCTHITMAIBHBIN He(PHUT C CYOKTHHUIECKOH ITOYEIHON JUCHYHKIHEH ABIACTCS
YaCTBIM PeHATBHBIM ocio:kHeHHeM IICII. Ouens pegko npu IICIHI pazsuBaerca rromepyrnonedpur (I'H), xo-
TOPHIN B OOJIBIIMHCTBE CJIY4Aa€B IIPEACTABICH MEMOPAHO3HONM He(ponaTHen Wi MeMOpaHo-mpoaudepaTus-
HbIM I'H. MBI IPHBOJHM OIIHCAHHE MATOMMMYHHOTIO noxyayHHoro I'H, ocinoxuusmero IICIHI y 12-1eTHeH je-
BOYKH. 10 HMEIONIUMCS Y HAC JAHHBIM IIO00HOE COYETAHHNE HE OBUIO PaHEe OIHCAHO Y JIeTeH.

Primary Sjogren’s syndrome (PSS) is an autoimmune disease characterized by lymphocytic infiltration of the
salivary and lacrimal glands. PSS is common in adults, especially in middle aged women, but rare in children. The
most common form of renal involvement in PSS is a tubulointerstitial nephritis. Renal dysfunction is usually mild
or subclinical. Glomerulonephritis (GN) is rare in patients with PSS and most patients have membranous or mem-
branoproliferative GN. We report a 12-year-old girl with PSS who developed a pauci immune crescentic GN. To our

knowledge, this association has not been previously described in children.

BBenenue

CIII — XpoHMYeCKasA ayTOUMMYHHAA S9K30KPHUHOIATHA,
B OCHOBE KOTOPOI JICKUT ITATONOTUYECKA AKTUBALINSA
B-nmumbonutos. KimHndecku 310 3a601eBaHNE IPOSBILA-
€TCA, TIPEKAE BCETO, KCEPOPTAIBMUEIN U KCEPOCTOMUEN
(«CyXMM CHUHJPOMOM>), 4 TUCTOJIOTUUECKU JTUM(POUTHON
U IUIA3MOKJIETOYHON MH(PWIBTPALMEN U JeCTPYKTUBHbI-
MH U3MEHEHUSAMHU B 9K30KPUHHBIX Kene3ax [7]. 3aboe-
BAHHME MOXET IIPOTEKATb U C CUCTEMHBIMU IIPOSBICHUA-
MH, BKJIIOYAs IOPAKEHUE JIETKUX, IIOYEK, HEPBHOH CHC-
TEMBI, KOCTHO-CYCTABHOI'O AMMapara u T. . [9).

CII MOXET OBITb M30JUPOBAHHBIM, NEPBUYHBIM
(TICIL) [1, 3, 6, 10] vIu BTOPUIHBIM, PA3BUBAIOITUMCS Ha
(pone mo60ro AaYTOMMMYHHOI'O PEBMATHYECKOTO 326071€-
Banud [12]. I1Ipu IICII nopaxxenue no4exk BCTPEYaeTcs B
20-50% cy4aes [2,4, 11, 14]. TyOyIOMHTEPCTULINATBHBIA
HEPPUT SABJIACTCS HANOOJIEE YACTHIM PEHAIBHBIM OCJIOXK-
HenueM IICIIL B To ke Bpems rinomepynonedpur (I'H)
O4YeHb peJoK. [IpuueM IIIoMeEPYIspHBIE OBPEKIECHU
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OBLTN TPE/ICTABICHBI B OCHOBHOM MEMOPaHO3HON He-
(pponatueir 1 MEMOPAHO-IIPOIU(PEPATUBHLIM ITIOMEPY-
JgoHeppuroM (2, 4, 11, 14]. IMEIOTCA €AUHUYHBIE OIUCA-
nus nosrysryHHoro I'H nipu TICHI y B3pocnbIX (5, 8, 13]. Mbl
NIPUBO/IUM KIMHUYECKOE HAOIOAEHUE MONyayHHOro I'H
y pebenka c IICII, npryeM KOMOMHHUPOBAHHAS TEPAIINS
KOPTUKOCTEPOUIaMH, ITUKIOPochaHoM U 1iazmadepe-
30M IPUBENA K O6PATHOMY PA3BUTHIO TIOYEYHOI HEZO-
CTATOYHOCTH.

KIHHHKO-1200paTOPHBIE JAHHBIC

12-netras pesouka nocrynuna 8 Y3 «OLKb» r. Openbypra
22.11.2008 B cBs3n C OCTPOW MOYEUYHOM HELOCTATOYHOCTHLIO W
bebpunbHOM NMxopagkon. M3 aHaMHE3a yaanoch BbISICHWTL, YTO
pebeHok B TeueHue NOCNemHWx 6 net npembssasn xanobs Ha
CYXOCTb 103 M POTOBOM MOMOCTM, YACTbIM CyxOW Kawwenb. Bein
AMArHOCTUPOBAH XPOHUYECKMI KepaTOKOHbIOHKTMBKT. Tect LUup-
mepa ($4 Mm/5 MuH BUNaTEPAnEHO) BHIABUIT TAXENYIO HEAOCTATOY-
HOCTb MPOAYKUMM CNE3HOW XMIKOCTU. MarHuTHO-pe3oHaHCHas
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TOMOrpadua OBHAPYXMNA ABYXCTOPOHHEE 3HAUYMTENLHOE YBEMM-
yerne cnesHbix xenes 1o 10 X 10 x 25 mm. B ceaau ¢ sbipaxen-
HBIMM FTIO3HBIMM CUMNTOMaMKM 1 bOTOdOBHEN AEBOYKa He MO
MOCEWATh LWKOMY M HOXOAMNACh HA AOMALHEM obyuenun. Beipo-
XEHHOCTb CMMMTOMOB KCEPOCTOMUM BAPBUPOBANA. YBENHMUEHHs
CJMIOHHbIX Xene3 He OTMevanocb, HO pe6eHOK BbIHY>XAEHHO ynoT-
pe6n$|n AOMOJNIHUTENBHOE KONMNMYECTBO XMAKOCTH ONnd O6J'|er"|eHl/1ﬂ
TOTAHWA CYXOM MULM M YMEHBLUEHMS OLLYLLEHUS (CYXOCTU» BO
pty. B 2003 r. 8 cBA3K C paMTEnbHBIM Cyxum Kawwnem peberky
BLINOSHANACH AUATHOCTUYECKO BPOHXOCKOMMS, KOTOPAs HE Bbis-
BMNA NATONOTMM M OCIIOXHWNACH CTEHO3OM FOPTAHW WM QTENEKTO-
30M BEpxHeit 1onu npaBoro nerkoro. [leBouka Heckonbko pas
HOXOAMNACh HA cTaumoHapHom obcnenosamuu. OBwmit aHanus
KPOBM ¥ aHanM3bl mouun Gbind 6e3 NATONOMMM, PEBMATOMAHbIN
baktop 6bin otpuuatenshbit. AH®, anturena k AHK v AHUA He
nccneposanucs. OTMEYANOCh HECKOMbKO 3MM30MI0B MOBHILIEHHS
obuero benka nnasmsl g0 96 1/n, NOBLILEHWE YPOBHS rAMMA-
rnobynuroe nnasmsl 5o 39 r/n v IgG no 14 r/n. Peberok nonyyan
TOMBKO MECTHYIO TEPANMIO MA3HBIMA KAMMSMM, BKIKOYOA MCKYCCT-
BeHHble cnesbl. B Bospacte 11 net ynbTpaseykosoe MCCIenoBa-
HUE MOYEK He BBISBUNO OTKNOHEHWH, OBLUMI GHOMM3 MOYM OCTa-
BANICA HOPMONbHBIM.

B cepenure Hosbpsa 2008 r. y peberka nossunack dbebpunb-
Has nuxopaaka 6es npusHakos OPBU. AmbGynaropro B obliem
QHONM3Ee MOUM BbinK BLIABNEHBI GENOK M 3PUTPOLMTHI, YTO NOCHY-
XWNO MOBOAOM ANA FOCTIUTANM3ALMU B TOPOACKYIO AETCKYIO GOnb-
HUUY, rae Gbina OBHAPYXEHO 3HOYMTENbHAS A30TEeMMs, B CBA3W C
yem naupentka Geina nepesepeqa B Y3 «O[KbB».

Mpu noctynnexun y pebeHka OTCyTCTBOBANM OTEKM, apTepH-
ansHoe aasnenre 6uno 110/70 mm pt. CT., OTMEYAAMCL BbIPGO-
KEHHbIE NMPOABNEHMS BYXCTOPOHHETO KEPATOKOHBIOHKTUBMTA. Tem-
nepatypa Tena 6uina 37,4, yactora nynsca 82 B MUHYTY, 4aCTOTA
neixanma 24 8 munyty. Jesouka secuna 44 «r (50—75-i nepuen-
Tnb) 1 umena poct 156 em (75-% nepuentuns). Otmeuanacs 6nen-
HOCTb KOXHBbIX MOKPOBOB, CyXOCTb MOAOCTM PTAQ, ryG U sBAEHWS
aHrynapHoro ctomatuta. LLutosuaHas xenesa, neveds u cene-
3EHKQ He NanbnMposanuch. bes OTKNOHeHWi  co CTopoHsl cepaua
u nerkux. Ysenmdenus numdoyanoe He oTmeuanocs. Hesponoru-
yeckuit cratyc 6uin 6e3 ocobenHocten. Odransmonoruueckmii
OCMOTP OBHAPYXMN 3HAUUTENbHYIO TMAEPEMMIO KOHBIOHKTMBBI C
06€1x CTOPOH, TOYEUHBIE SMUTENNANbHBIE SPO3UM POTOBMLbI, AUCT-
POGUUECKME UIMEHEHNS POrOBMLLI, OCOBEHHO BLIPAXEHHbIE B BEP-
XHWX otaenax. Kameps mMasa v AWCK 3pUTENbHOTO Hepsa Gbinu
6e3 U3MEHEeHWH.

YposeHb kpeaTuHuHa ceisopotku Gbin 700 mkmonb/n, modesm-
Ha 37 mmonb/n. B obliem aHanMse kpoBM OTMEYANOCH YCKOpe-
e CO3 o 60 mm/y, neitkountsl 7,0 x 10°/n, neitrpodunsl 74%,
nmbountsl 22%, aputpountsl 3,4 X 102/n, Hb 90 r/n, ToomboumTsi
220 x 10°/n, rematokput 32%. OB6umit Genok nnaamel COCTABAN
73 r/n, ansbymun 34 r/n. Hatpuit ceisopotkn Gbin 138 mmons/n,
kanuit coisopotkn 4,1 mmons/n, xnop 100 mmons/n. YposeHsb
PETUKYNOUMTOB, PUOPUMHOTEH CbIBOPOTKM, 0OLLMA BunnpybuH, AJTAT,
ACAT, [-anmep, npoTpombrHOBOE Bpems Bbinv B Npeaenax Hop-
Mbl. Mukpockonus maska nepudbepruyeckor KpoBu BbiSBUNG ner-
KW QHU3OLUMTO3 SPUTPOLMTOB MU HOPMABHYIO MOPDONOTHIO TPOM-
6oumTos.

B obuwem aHanmse moun otmedanock 15-20 sputpoumtos B
none 3penua. 15=20 neiikountos 8 none spewus, NpoTenHypus 1,
23 r/n.

Ceponoruyeckoe 1ccneaosaxme 4ano OTPULATENbHLIE PE3ylb-
TaTl HA aHTuTena k kapauonmnudy, ACIIO, BondaHoYHOMY QHTH-
koarynaHty, B,-ravkonpoteunay, renatutam B u C, BUY. Yposhu
pesmatomnaHoro daktopa u C3-C4 6binv B npenenax HOpPMbI.
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Anturena k OHK panv nonoxutenshuit arp 1:200. Kpuornoby-
nunbl 1 AHUA ne onpenenanuce. AH® 6Gbin mccnegosan yepes
2 Hejenu OT HOYANa TepanuM W Gbin OTPULATENbHLIA.

YnbTPa3ByKOBOE WCCNIENOBAHME BLISBMIO YMEPEHHOE YBEnW-
YeHWe pPasmMepoB OBEerx MOUEK C BHIPAXEHHBIM MOBbILIEHUEM DXO-
FEHHOCTU MAPEHXMMBI.

Ha sTopoit mexb rocnutanusaumm anypes cocrasnan 500 mn/
fieHb, YPOBEHb KPeaTHMHA nosbicuncs 4o 840 mkmons/n.

buoncusa moyxku

24.11.2008 6bina npousseneHa NyHKUMOHHAS GUONCHS MOY-
k. Buino ccnenosaHo 54 knybouka, U3 HUX NOAHOCTBIO CKNEPO3N-
posansl 2 (3,7%) knybouka. Knybouku pesko ysenuuersl, ¢ oaHo-
KOHTYPHON KAMMANAPHON CTEHKOH, 6e3 NPM3HAKOB CErMEHTAPHO-
ro ckneposa. Bo scex knyboukax (100%) — obwmpHble umpkynap-
Hble, MPENUMYLIECTBEHHO KNeTouHbie monynyHus (puc. 1); dbubpos-
Hble 1 bnBposHO-kneTouHbie nonynyua 8 4 (7,4%) knyboukax.
Ortmevaetcs audodysHoe TOTANbHOE OCTPOE MOBPEXLEHME 3Mu-
TEenus KAHANbLEB B BMAE YTPATHI LLETOYHOM KAMMbI, TAXENON aere-
HEPOALMM W YNIOLLEHMS KNeTOK. MHOrouMcneHHble uumMHaps npes-

Puc. 1. IIoXy/IyHHBIH ITOMEPYIOHEDPHUT ¢ GOTBITHMU
KJI€TOYHBIMH MOJIYJIYHHAMH H OCTPBIM IIOBPEKIECHHUEM
kaHaapnes (Maccos, x100)

Puc. 2. TyOyJIONHTEpCTHITHATBHBIN HepuT
C HEPaBHOMEPHON HHPWIbTpaHei JTHMPOIHTAMI
M IUTA3MATHIECKHMH KIETKAMH H OCTPBIM TYOY/IAPHBIM
IOBpPEKAECHHEM (I'€MaTOKCHIHH-303UH, X100)



ManoummyHHsI# nonynyHHbI rnomepynoHedput Kak ocnoxHexue nepsuyHoro cuiapoma Llerpena

Prc. 3. ®oxanpHasA HHOPWIBTPAIUA HHTEPCTHIHS
JIuMGOHTAMH U IUIA3MATHIECKHUMH KI€TKAMHU
(reMaTOKCHIHH-303uH, x400)

CTaBNEHbl Henatonornyeckum Genkom 1 sputpouutamu. CreHku
aApTEPMON W MENKUX apTepuit 6e3 NaTONOTMYECKMX U3MEHEHMUIA.
OTmed0eTcst yMepeHHbIit OTek MHTEPCTULMS W Anddy3HO-04aro-
BOS YMEPEHHOA KIETOYHAS MHOUNLTPALMS, NPEACTABNEHHAS IMM-
bounTomMM 1 BONBLLMM KONIMYECTBOM MAIA3MATUYECKMX KNETOK C
MENKMMM O4QraMM NOBPEXAEHMS SMUTENNA KOHAMBLEB B BUE MEX-
anuTenuanbHbix mumdountos (Ty6ymmt) (puc. 2, 3). MmmyHodnioo-
PECUEHTHOE MCCNEOBAHME BHINOHEHO HA NAPAGUHOBLIX CPE3AX
¢ ucnonb3osanmem FITC-KOHBIOTMPOBAHHLIX QHTUTEN K Yenose-
yeckum IgA, IgG, IgM, Clq, C3, dubpuroreny, A- 1 K-nerkum uensm.
Co BCeMM peareHTOMM PEe3ynbTaT OTPULATENbHbI. INEKTPOHHO-
MHKPOCKOMMYECKOE WCCTIEAOBAHME HE MPOBOAWNOCS.

3akmoyerHne: NonynyHHLIN MoMepPyNoHedpPUT — NOPaxXeHWe
100% kny60ukoB (MPEMMYLLECTBEHHO KNETOUHbIE NOMYyHHs), non-
Hbllt cknepos 3,7% knyboukos; anddysHbI TOTAMbHBIA OCTPbIN
KQHOMbUEBLIN HEKPO3; AnddY3HO-0YAroBLIN yMEPEHHBbIH Tybyno-
MHTEPCTULMANBHBIA HedpuT (BEepoaTHO, B pamkax cuHapoma LLler-
peHal).

Jleuenue

C 24.11.2008, ewe no nonyyeHns pesynstatos Heppobuon-
CUW, NauMeHTke GbINO NPOBEAEHO 3 EXEAHEBHLIX MyNbCa METUI-
npearmsonorom B fose 1000 mr Ha opHo BBeaexune. B nocnepy-
IOLLEM Obia HO3HAYEHO NEPOPANbHAS TEPANMs NPEAHU3ONOHOM
8 nose 60 mr B cytkn. 27.11.2008 nocne nonyuenna pesynstatos
Hedpobuoncuu Tepanus GbiNa yCUNEHA MynbCOBbIM BBEAEHUEM
uknopochammaa B aose 750 mr/m? 1 NATHIO CEAHCAMM NNO3MA-
dbepesa, KoTopsle BbiM NPOBEAEHD YEPE3 AeHb C 3ameHoM 1,5—
2 IUTPOB NMNA3MBI 30 CEQHC.

OTMe‘-lOJ'ICICb 6bICTpOﬂ NONOXUTENbHAA OAMHAMMKKA: yny4dlleHne
0BLLErO COCTOSHMS, YBEAMUYEHME AMYPE3A, CHKEHUE YPOBHEN MO-
YEBMHBI U KPEATMHUHA, YTO MO3BOMMIO CHATh MOLMEHTKY C rEMOAN-
anmza. 1.12.2008 anypes cocrasnan 1300 mn/aeHb, KpeaTMHMH
96 mxmonb/n, mouesnHa 12 mmons/n. Yepes 6 Hepens oT Hauana
3060NEBAHMS AEBOYKA ObINA BLIMMCAHA C KPEATUHMHOM 76 MKMOTIb/N
u mouesmHoM 8,6 mmonb/n.

K MOMEHTY MOATOTOBKM 3TOM CTATbM K NEYaTH pebeHok nony-
uun 4 exemecauHbix nynbca upknodochaHa B pose 750 mr/m?,
nonyyan exegHeBHo npepxusonoH B pose 35 mr. MMokasarenw
MOYEBWHbI, KODEATUHMHA CbIBOPOTKM, APTEPHANIBHOTO AABNEHNA 6bIJ'IM
B MPEAEenax BO3PACTHON HOPMbI.

Habniogenns ns npaktuku

B nanbHeliliem naaHMpyeTcs NPOBELEeHME elle ABYX eXeme-
CAYHBIX MYNbCOB UMKNOMOCHAHA C NOCTEAYIOWMM NEPEXOLOM HA
AIMTENBHYIO TEPANMIO A3ATUOMPHUHOM MW METOTPEKCATOM M Me-
NEHHOE CHUXEHWE eXEHEBHOM [03bl MPEAHWU30NOHA C AOCTHXE-
HMEM K KOHUy 12 mecaues cyTouHoi go3sl 0,2 mr/kr.

O6cykaenne

Mpl peanosaraeM HaaIuduE y HAMIEN MAITUeHTKA
[1CII ¢ ManonMMyHHbIM nOTyyHHbIM TH. ITogo6Hoe oc-
soxnenue npu I[ICHI asngerca kpane pegkum. Ham yaa-
JIOCh HAMTH TOJIKO €JUHUYHBIC NIPEABIAYIINE OIUCAHUA
nosyayHHoro I'H nipu IICII y B3pocCibIX (5, 8, 13]. Mcxmo-
YUTENBHASL PEJKOCTb NOJOOHOIO INIOMEPYIISIPHOTO MOpa-
senud npu [ICHI 3acTaBiageT HAC TOCTABUTD BOIIPOC O
TOM, HE OBUIO JIM MHOI'OJIETHEE U30IMPOBAHHOE TCUCHUE
«CYXOr'0» CUHIPOMA IIPOABICHUEM CUCTEMHOI'O BACKYJIN-
T4, KOTOPDII, B KOHLIE KOHLIOB, 9KCIIPECCUPOBATI B (POpMeE
MQJIOMMMYHHOTI'O ITOJNYIYHHOIO I'H? MBI cumTaeM, 4To B
JAHHOM CJIy4a€ 3TO NPEAIOJIOKEHHUE MOXKET OBITh OIPO-
BEPIHYTO OTCYTCTBUEM MOP(OIOIMYECKUX NIPOSABICHUIN
PEHAIBHOI'O BACKY/IUTA, PECIIUPATOPHBIX CUMIITOMOB U
KAaKMX-TMOO0 IIPU3HAKOB I'PAHYIEMATOZHOIO IIPOLECCA.
Kpowme Toro, 1 CUCTEMHOT'O BACKYIMTA HEXAPAKTEPHO
JIJINTENbHOE TeueHre TOAbKO B Buje ClI. HemocTaTkom
HAIIETO HAOMIOAEHUA ABJACTCA TEXHUYECKAS HEBO3MOK-
HOCTS onpejencHus AHLIA B CBIBOPOTKE KPOBU pEOEHKA.
B TO k€ BpeMa MBI [TOJIATAaeM, YTO B JAHHOM KOHKPETHOM
cnygae HauOOoJIee PALUOHAIbHON ABIACTCA TEPAIKA 110
poTokony AHITA-acCOIMMPOBAHHOTO MAIOMMMYHHOT'O
oNTyIyHHOTO I'H, TaK KaK K HACTOAIIEMY MOMEHTY HeE pas-
paboTaHO OT/IENBHBIX TPOTOKOJIOB JICYEHUST OBICTPO-
nporpeccupyromero ' ripu INCII BEpOATHO BCIEACTBUE
PEAKOCTHU 3TOM ITATONOTUN.

JaHHBI KIMHUYECKUI CIIYYal IEMOHCTPUPYET MHO-
TOI'PAaHHOCTD PeHAIbHOM aTonoruu npu [CIIL ITopaxe-
HUE TIOYEK Y HAIIEHN MMAIMEHTKU OKA3AJIOCh OYEHD TKE-
JipIM. OJJHAKO IIPU HA3HAYEHUU CBOEBPEMEHHOU U A/IEK-
BATHOW TEPAIUU OHO B 3HAYUTEJILHOU CTEIIEHU IIOBEP-
IJIOCh OOPATHOMY PA3BUTHIO. BOT oueMy, HECMOTPs Ha
penkocts nomyinyHHoro I'H nipu IICII, oueHb BaKHO TO-
MHHUTD O €r0 BO3MOKHOCTH.
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