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Pe3tome: B cTaTbe pacCMOTPEHBI KIIMHUYECKUE CiTydau 14 MaleHToB C JMarHO30M «TJIOMEpY-JIsip-
HBIE TOPAXKESHUS IPU CUCTEMHBIX OOJIC3HSIX COCTMHUTEIbHOM TKaHm». [Ipoananmn3npoBaHbl OCHOBHBIE KIIH-
HUYECKUE, JTadOpaToOpHbIe © MOP(OIOTHIECKUE OCOOCHHOCTH CUCTEMHBIX BaCKYJIUTOB. BbineneHs! mpo-
THOCTUYECKH HEONaronpusTHbIC TPU3HAKH.

Resume. The article deals with clinical cases of 14 patients diagnosed with «glomerular lesions in
systemic connective tissue diseases.» The main clinical, laboratory and morphological features of systemic
vasculitis are analyzed. Selected prognostic unfavorable signs.

AkTyajabHOCTh. Cucremubie BackyauThl (CB) - rpymnma 3a0oneBaHuii, maromop-
(b o-moruueckoit 0CHOBOM KOTOPBIX SIBIISIETCS BOCHAJICHUE W HEKPO3 COCYIUCTON CTeHKH. B
ne-AuaTpUvecKoil MPaKTUKE BCTPEUAKOTCS HEYACTO, OJIHAKO, COMPSIKEHBI C TSXKEIBIM I10-
pake-HHEM OpPraHOB U CHUCTEM, PEIUANBUPYIONINM U XPOHUYECKUM TeueHneM. OOmmpHas
rpyIn-na nepBuYHbIX BacKynuToB - AHI[A-acconuupoBaHHbIE BaCKYJIUTHI HE TOCTAaTOYHO
U3y4e-Hbl B JICTCKOM MOMYJSALNHN, METO/Ibl TUATHOCTUKU U JICUEHUSI SKCTPANIOJIUPOBAHbI U3
uccne-goBaHui B3pocibix. Bmecre ¢ Tem AHI[A-accounupoBaHHbIE BAaCKYJIUTbl UMEIOT
0COOEH-HOCTH TEUEHHUSI Y IETeH M C BHICOKOW YACTOTOM MPHUBOJAT B ATOM I'PYIIE K TEPMHU-
HaJIbHOM CTaJIUM MOYEYHOW HETOCTATOUHOCTH U JIETAIIbHBIM UCXO/IaM.

Heab: npoaHaau3UpOBATh UMEIOLIMECS CIIyYad CHUCTEMHBIX BAaCKYJIUTOB C MOpa-
Ke-HHEM IOYEeK Y ICTeH, BBIJICIUTH HanOosee 3HaYMMbIe (DAKTOPHI, BIUSIONIME HA POTHO3
3a00yieBaHMS.

3agaum:

1PaccMOTpeTh UMEIOIINECS CITy4au CUCTEMHBIX BACKYJIUTOB C TOPAKEHUEM MTOYEK Y
JeTen

21Tpoananu3npoBaTh MUKPOCKOMUYECKYIO) KAapTUHY IMOPAXKEHUS IOYEK, BBIICIUTH
Mop(doorndeckue NpeauKTopbl HEOIATOMPUSITHOTO MTPOTHO32

3BeisiBUTH Hanboliee 3HAUMMBbIE KIMHUYECKUE U JabopaTopHbIe MOKa3aTeu, BIIus-
I0-1IIM€ Ha MPOTHO3a 3a00IeBaHMUs.

Marepuanasl 1 MeToabl. B nccienoBanue BkItoueHbl 14 narueHToB (4 Maiabuvka U
10 neBouek), HaxoauBITUXCs o HaOmoneHueM B Y3 «2-s JI'Kb» . Muncka. Bospacr na-
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IIMHETOB - OT 6 10 17 jeT. YV Bcex erer BeInojHeHa He(pOoOHUOIICHS C OLIEHKOM MHUKPO-CKO-
1117078

[Ipoananu3upoBaHbl CIEAYIONIME MOKA3aTeIu: 1O, BO3pacT, MeAuaHa Bo3pacTa Jie-
Orota 3a00eBaHus, IEPBOE MPOSBICHUE CUCTEMHOT0 BackynuTa. OIlleHeHa 4acToTa mopa-
KEHUS pa3IMYHbIX CUCTEM U OpraHoB. VccieoBaHbl ypOBHU KpeaTHHWHA, MOYEBUHBI, 00-
miero 6esnka, abOyMHHA KPOBHU, CKOPOCTh KITyOOUKOBOM (DUITBTPALIMH, TAKXKE SPUTPOLIUTHI U
Cy-TOuHBIH Oesnok Mmoun. [IpoBenena nurepnperaiust MOpHOIOrHIeCKUX U3MEHEHUN TKaH!
MOYKH: MPOIEHT CKJIEPO3UPOBAHHBIX KIIyOOUKOB, MpoiHdepainu, HEKpo3a, HaJTu4ue, TUII
NOJTYJTYHHM, U3MEHEHUS TyOyJI0-MHTEPCTUIIMAIIBHOTO KOMITOHEHTA.

Pe3yabrarbl u nx 06cyxaenune. Ha MomeHT Havyasa 3a00jieBaHUs BO3PACT MAIMEH-TOB
coctaBut otT 3 g0 17 net, meauana - 13 net. Y GonblImHCTBA AeTel (n=6) mepBoe MposiB-
JIEHUE CUCTEMHOTO BaCKYJIUTa KOCHYJIOCh MOYEBBIICTUTEIHLHOM CUCTEMBI: y 4 Talli-€HTOB
- U3MEHEHHUs B 00IeM aHaiu3e MOUM (MUKpOTeMarypusi U MPOTEUHYpHUsl), Y 2 OT€UY-HBIN
CUHJIPOM - C TIOJIHBIM HE(PPOTHUECKUM CHHJIPOMOM B OHOM ciydae. B 4 ciydasx nmepBbiM
CUMIITOMOM Oblia apTpairus 0e3 BU3yalbHBIX U3MEHEHUI CycTaBa. Y OJHOTO IMa-1MEeHTa
CyCTaBHOM CHHJIPOM Pa3BUJICS OJHOBPEMEHHO ¢ u3MeHeHrueM B OAM. /[Ba nmanu-eHTa B Ha-
yajie 3a00JIeBaHMsI UMEJTH KaJ00bl CO CTOPOHBI OpraHa 3peHHUs - MPEBAOONYX0IU OPOUTHI,
B OJTHOM U3 CJIy4aeB B COUYETAHUH C PEIMIUBUPYIOUTUMHU CKIEpUTAMH. Y OTHOTO peOeHKa
NEPBBIM CUMIITOMOM ObLIO KpoBoxapkaube. Y 8 (57%) namuentoB manudecraruu [1CB
IpeIeCTBOBAjA OCTPasi pecupaTopHas HHOEKIHSI.

AKKT

KpOBOXapKaHbe _ —*
— CyCTaBbl

28,0%

rjasa

OAM + ¢ycTagbl

MNOYKH

Puc. 1 - IlepBblil cCUMIITOM CUCTEMHOIO BaCKYyJIUTa

B Tedenne 3a0oneBaHus pa3InyHbIC TOPAKEHUS JABIXATEILHON CHCTEMBI Pa3BUIINCH
y Bcex 14 nmeteit. B 8 ciyuasx 3To ObUIM M3MEHEHUST HA PEHTTEHOTpaMMe WIIH TOMOTPaMMe,
B 5 - UCKPUBIICHUS HOCOBOW MEPETOPOJKH, B 4 - pEIIUINBUPYIONTNE CHHYCUTHI U B OJHOM
- HOCOBbIe KpoBoTeueHusl. CycTaBbl B MATOJOTMUYECKUM mporiecc BoBieueHsl y 5 (35,7%)
na-1ueHToB. [lopakeHrne KoM MO THUITy TeMOPParudecKod ChIU OOHAPYKHIIOCh Y JBYX
Ma-IMEHTOB, y 000MX OHO COYETAJOCh C CYCTaBHBIM CHHAPOMOM. CO CTOPOHBI HEPBHOM
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CU-CTEMbl U3MEHEHUS MOSBUIINCH Y JIBOMX - OCTPOE HAPYIIEHUE MO3TOBOTO KpoBOooOpariie-
HUS B OJTHOM CJTy4dae M MOCTOSIHHBIE TOJIOBOKPYKEHHS B APYToM. AOOMUHANIBHBIN CUHIPOM
MOSIBUWJICS Y JIBYX JeTeil. ApTepuaiibHas ruriepteHsus - y 8 (57%).

Jlab6oparopHo rematypusi B OAM BrisiBiena y 13 (92,8%) naieHToB, MpOTEeUHYPUS
-y 10 (71,4%), nporeunypusi HehpOTUUECKOTO YPOBHS - Y onHOro. Y 10 mamnueHToB Ha-
0J110-71a710Ch TTOBBIIICHUE KPEaTHHUHA BBIIIIE BO3PACTHON HOpMBI. B aHann3e Ha aHTUHYKIIe-
ap-sbie antutena dsDNA cinabononokuTenbHbIi y 4 manueHToB, apyrue AT - B npenenax
HOopMbl. C3 u C4 - Hopma. AHIIA- anTHTENa B IMATHOCTUYECKOM TUTPE BBISBIEHBI y 13
MAIMEHTOB.

buoncus mouku sBISETCA 30JI0ThIM cTaHaapToM npu auarHoctuke [ICB. Knaccu-
YECKH MPU CBETOBOM MHUKPOCKOIHH MOPAKEHUE XaPAKTEPUYETCS MaJIOMMYHHBIM HEKPO-
TU3HUPY-IOIIUM TIIOMepyJioHeppruToM ¢ oOpazoBaHueM MonynyHui. Kiierounble momymyHus
acCO-IIMMPOBAHBI C OCTPBIM MPOIECCOM U BEPOSITHBIM YiIydllleHHeM (QyHKIIUU MOYEK B TO-
cie-nytoieM. M Haobopot, prbpo3Hbie MOMyIyHUSI KOPPEAUPYIOT ¢ moTpedHOoCThIO B 31T
C PaHHHUX JTaIoOB 3a00JI€BaHUS U IJIOXUM TMOYEYHBIM MCXOAOM. Y HCCIIEIOBAHHBIX Mally-
€H-TOB OOHApY>KEHBI: MOMynyHus Gubpo3Hbie - 4, puOpoKIETOUHBIC - 2, KIIETOYHBIC - Y 2
na-1ueHToB. UMmyHoructroxumuyecku Ig nemo3utsl 2++/3+++ - onpeneseHsl y 2 maueH-
TOB, B IpyTUX OMOMNTAaTaX - BOCMAJIEHNUE MAaJIOUMYHHOE.

BrisiBrieHa rpynmna nanueHToB C MIIOXKUM MMOYEeYHBIM UCX0A0M. TpeM narueHnTam (18a
MaJBIMKa U JIEBOYKA) B TEUCHHUE MEPBBIX MECSAIIEB OT HaYaya 3a00JeBaHus NOoTpedoBaiach
3aMecTuTeNnbHas nmouedHasi tepanusa. Mx Bozpact Ha momeHT nebtora IICB cocrasmsin ot
8 mo 17 net. PaznuuHbiMu ObUIH MEPBBIA CUMITTOM, YPOBHHU O€JIKa U SPUTPOLIUTOB B MOYE.
B nepBbIx aHanu3ax BBISIBISUINCH KpalHE BHICOKHE YPOBHU KpeaTuHuHa (236; 840 u 736
MMOJIb/IT). J[BO€ MAalMEeHTOB C paHHUX CPOKOB MMENIH OJIMTOAHYPHIO, Y BCEX pa3BHIIACh
ap-tepuanbHasi runepreH3us. [IponeHT CKIepO3UpPOBAHHBIX KIIYOOUYKOB OBLT Pa3iIudyHbIM
(0%, 38%, 100%), y Bcex B Ouomnrare 0OHapyKHUBAIUCH MONYIyHHS (KJIE€TOYHBIE, PUOPO3-
HbIe U pubOpokeTounsie). B TyOynsapHOil cucTeMe: HEKpO3 SIMUTETUOIMTOB, KHCTO3HOE pac-
HIMpe-Hue KaHalblieB, pruOpo3 u arpodus - 00HAPYKUBATUCH Y BCEX.

BroiBoabi: y B3pociibix AHI[A BacKyauThl BCTEUAKOTCS Yalle Y MYK4YHH, B JIE€TCKON
NONYJSIUUM - y A€BOYEK. [lepBble CUMNITOMBI 3aTparuBarOT MPEUMYIIECTBEHHO MOYEBbI-
Je-JINTEILHYI0 CUCTEMY, Yallle 3TO N30JiupoBaHHbIe u3MeHeHusi B OAM. HeGnaronpusiTHeIi
“NmoYedHbIN” MPOTHO3 KOPPEIHUPYET C OBICTPONPOTPECCUPYIONTUM HapylieHneM (QyHKIIUN
MOYEK, OJIUTO-aHypHUEH, CyIIIECTBEHHBIM MOBBIIIICHHUEM YPOBHSI KpeaTHHHWHA KPOBH B Jie-010-
Te Oosne3nu. Mopoaoruyecku - ¢ MHOTOUUCIIEHHBIMU MONYJIYHUSMU, BHICOKUM MPO-IICH-
TOM CKJIEPO3UPOBAHHBIX KIIyOOUKOB, SIBICHUSIMH arpoduu, prudpo3a u KUCTO3HOTO PaCIIu-
peHus B TyOyIIsIpHOM cUCTEME.
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