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e/ IbI0 MCCIETOBAHUSA ABHIOCHh U3YICHHE KIHNHHKO-MOP(OJIOTHIECKOHM XAPAKTEPUCTUKH (HOKATBHOTO
CErMEHTAPHOTO INIOMEPYIOCKIEPO3a/ruannno3a (OCIT). Uyueno 67 60abubrx nepsuaubsiM OCIT. Ipu uccire-
JIOBAHHH HE(PPOOHONTATOB HCIIOTb30BAHBI ITHCTOTOTHICCKHI, HMMYHOTHCTOXUMHYCCKHIL U JICKTPOHHO-MH-
KPOCKOIIMIECKHI METO/IBI.

Ha 0CHOBaAaHHH KOMILUIEKCHOTI'O MOP(OIOrHIECKOr0 HCCIETOBAHUSA BbIeaeHbI aBe ctaguu DOCIT. I cragusa
XapaKTepPHU3yeTcsi MOPAKEHHEM B OCHOBHOM IOKCTAMENY/UIIPHBIX KIYOOYKOB CO C1200 BBIPAKEHHOM (HhHOPO-
mwiacTuaeckor Tpancgopmanueii (OPT) KIyOOUKOB 0€3 WIH C HE3HAYHUTEIHHBIM TYOYJIOUHTEPCTHITHATHHBIM
koMnoHeHTOM (TUK). UMMYyHOTHCTOXHMHYECKH 53,2% HAOTIOAEHHUIT OBUTH HMMYHOHETATHUBHBIMH, B 21,8%
ormMeueHa pukcanua IgM. UHaeKc akruBHOCTH cocTaBi 1,6 + 0,6 6a/uia, uHaeKc ckaeposa — 3,7 + 0,8 6auia. s
JaHHO¥ craguu O6oiee (71,4%) xapaxkrepHa Hedpporugeckas popma.

II cTamus XapaKTepu3yeTcs MOPAKeHHEM KaK IOKCTAMEAY/ULIPHBIX, TAK H MEY/ULIPHBIX KTYyOOYKOB C PE3KO
BhIpa:keHHOH PT xryooukos 1 THK. UMMyHOHeEraTHBHBIMH OBLUIH BCETO 7,7%, hukcanmsa IgM ormedeHa B 73,1%
Ha6moaennit. UHIEKC AKTHBHOCTH COCTABHII 3,3 + 0,8 6aju1a, HHAEKC ckaeposa — 10,6 + 2,2 6auia. [l JaHHOM
cragum, Kpome Hedporuaeckoii (34,3%), xapakTepHsI runeproHundeckas (21,8%) u cmemanuasn (34,3%) hopmebl.
B 31071 CTATUH OTMEYECHO CHHIKEHUE ITOKA3aTe/IeH KITy0OYKOBOH (DIIBTPAIIHH H KOHIICHTPAITHOHHOM (DyHKITHH
IOY€K.

Clinico-morphological characteristic of idiopathic focal segmental glomerulosclerosis/hyalinosis (FSGH) was
investigated by histological, immunohystochemical and electron microscopy methods.

Two stage of FSGH were devided. The first stage characterized by the predominantlylesion of juxtamedullar glome-
ruli with mild fibroplastic transformation (FT). Tubulointerstitial component (TC) was weakly expressed or absent.
53,2% cases were immunonegative, in 21,8% fixation IgM was detected. Activity index (AI) was 1,6 + 0,6, sclerosis index
IS) - 3,7 £0,8. In 71,4% cases nephrotic syndrome was present.

Second stage of FSGH was characterized by the lesion of juxtomedullar as well as medullar with high intensity of
FT and TC. Immunonegative were only 7,7% of cases, fixation of IgM revealed in 73,1%. Al was 3,3 +0,8; IS - 10,6 + 2,2.
The nephrotic syndrome (34,3%), hypertonic (21,8%) and mixed form (34,3%) were detected. Decrease of glomerular
filtration rate and concentrative function of kidney was found.

Opxum u3 npezacrasurencit rnomepynonatuu (I'TI)
ABIACTCS (POKATBHBIN CETMEHTAPHBII ITIOMEPYIOCKIEPO3/
ruamno3 (PCIT), XapaKTEPUSYIOIUICA BHYTPUKAIILILAD-
HBIM CKJIEPO30M U I'MATTMHO30M OTAEJIbHBIX CETMEHTOB B
OTZEbHBIX KIyOOUKAX, IIPH 3TOM HENOBPEKCHHBIE CET-
MEHTBI KITIyOOUYKA M HE BOBJICYCHHBIC B IIPOIIECC KITYOOUKH
BBITJISI/ISIT HOPMAJIbHBIMU.

[To atnonorun OCIT knaccupunupyercs Ha nep-
BUYHBIA (MAMONATUYECKUIT) U BTOPUYHBIN. [TprunHa
nepBuaHOro OCIT He n3BeCTHA. OTHAKO PE3YIBTATH MHO-
TOYMCJIEHHBIX UCCIIEAOBAHNN MTAIIUEHTOB C IIEPBUYHBIM

OCIT cBUIETENBCTBYIOT O EI'0 FeHETUYECKOU TPUPOJIE. YKA-
3bIBACTCA HA YACTOE BLIABJICHUE ONPEJEICHHBIX JIOKYCOB
HLA-cucremsl, Takux, kak DR4 1 A28 [8, 18, 27]. B rpymme
CTEPOUIHO-PE3NCTEHTHBIX ITALIUEHTOB, IPEACTAB/IAIOIMX
3HAYUTENBHYIO 4aCTh C1y4deB PCIT, 4acTo BBIABIAIOT yBeE-
JquueHue yactoTsl DR3, kombunanuu B8, DR3, DR7, a 'y
MAIMEHTOB IeTepo3uror o DR3/ DR7 yBenmmunBaeTcs pUck
panHero ge6ora 3a601€BAHUA U Pa3BUTUA (POKAIBHOI'O
creposa 3, 8, 18, 27].

Bropuunsiit ®CIT noapasfendaor Ha CIeAyomue
pasnosupHOCTH: OCIT, HACTAMBAIOIMUNICA HA APyrUe
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nepsuynble I'T1 (IgA-Hedponarus, CUHAPOM AJIBIIOPTA,
Memb6panozHas Hepponarus); PCIT ipy CHIKEHUH MACChI
MIAPEHXUMBI TOY€EK (peIoKC-HePPOIaTHs, AUCIUIA3US
[IOYEK, OHOCTOPOHHSIA ar€HE3Us IIOYKH, PEHOBACKYIIAP-
uele 3a6onesanus); PCIT, acconmuposannbyi ¢ BUY-un-
pexnners; OCIT, CBA3aHHBINA C YIOTPEOIEHUEM TEPOUHA
[11,19].

IIeapro HALIETO UCCIEAOBAHNA ABUWIOCH U3YYEHUE
KIMHUKO-MOP(HOIOrndeckont xapakrepuctuku OCIT.

Marepuaa 1 METOABI HCCIIESOBAHUA

MarepuaaoM UCCIeOBAHUM SIBUITHUCH HAGTIOACHUS 67
60mpHBIX TIepBUYHBIM OCIT. Bcem 601bHBIM TIPOBOIMIOCH
KIMHUYECKOE U JIAOOPATOPHOE UCCIIESOBAHUE, BK/IIOUHB-
LIEE U3YYECHUE AHAMHE3A U OOIIEIO COCTOAHUSA OONBHOIO;
KIMHWYECKNI M ONOXNMUYECKUH AHATU3bI KPOBH, AHAIN3BI
MOUYH C OIIPEAEICHUEM CYTOYHOI IPOTEMHYPUM; OIIPEAIE-
JIEHHE CKOPOCTH KIYOOUKOBOH (PUIBTPALIUH 110 KIIMPEHCY
3HJIOI'€HHOI'O KPEATUHUHA; OIIPE/ICICHAE YPOBHS ChIBO-
POTOYHBIX UMMYHOITIOOYINHOB A, M, G u C3-(ppakunuu
KOMIUIEMEHTA. [l ONPEAENEeHNs KIMHUYECKON (POPMBI
OCIT ncronp3oBaHa pabdbodas KIacCUPUKAIUA TTIOMEPY-
nonedpura, npegoxennas EM. Tapeespm (1982). Beem
6OJTHHBIM ITPOBOINIIACH YPECKOKHAST OUOTICHS TOYeK. [Ipn
HCCIIETOBAHNN HE(DPOOUOIITATOB UCIIOIB30BAIU I'MCTOJIO-
I'MYECKAN, THCTOXUMUYECKAM, UMMYHOTUCTOXUMUYECKUH,
3JIEKTPOHHO-MUKPOCKOIINYECKUN U CTATUCTUYECKUN
METOZDL JI/IA TUCTOJIOTMYECKOI'O U TUCTOXUMHYECKOI'O ME-
TOJIOB UCCIIEOBAHUSA TAPAPUHOBBIE CPE3BI OUOITATOB TOJ-
IMHON 4—5 MK OKPAIIABAIN TEMATOKCHINHOM 1 S03UHOM,
MKPOPYKCUHOM 110 Ban-Tu3oHy, azanom 1o IefiieHrariny,
KOHI'O KPACHBIM, UMIIPETHUPOBAIU CEPEOPOM 110 JLKOHCY —
Moypu, crasuiu PAS-peaknuro. ITonyronkue cpess (1
MK) OKPAIIMBAIA METWICHOBBIM CHHUM—a3ypoM II-(yk-
CHUHOM. [IJ11 KIMMYHOTMCTOXUMHYECKOI'O UCCIEJOBAHNSA
(58 nHabmozaeHNI; TPAMOH MeTof, KyHca) NCIOMb30BaIn
AHTUCBIBOPOTKU IIPOTUB YEIOBEYECKUX UMMYHOITIO0Y-
muHOB A, M, G u C3-ppakuuu KOMIUIEMEHTA. [l 3i1eK-
TPOHHO-MUKPOCKOIINYECKOI'O UCCIEOBAHUSA [TIOYECYHBIE
6uonTatol (27 HAGIIOLCHUI ), TOMEIIECHHBIE B 1% pacTBOp
OCMHEBOH KUIOTHL Ha (pocaTHOM Oyepe, 3aI1BaIH B

Tabauya 1
KIiuHuYeckas XapakTepUCTHKA 6OTBHBIX (POKATBHBIM
CEerMEeHTAPHBIM IFIOMEPYIOCKIECPO30M/THATHHO30M HA

MOMEHT GHOIICHH
[pr=ax n i)

TTon (a3 30 /25 552 /41,5
BozparT, ropst (M £ ) Ha9t112
Loarme sz ooTE 2 aboAeEaErLr,
mec. (B X BELI3S
ApTepIanEHEAL THITEp TEHETH 31 45,2
Mrnep oren arypraa 27 40,5
M axp oT emaTyp 14T 3 4.5
rmeprpe ITHETHEEMGL e 15,4
MaTerTEma L 7.5
Temaryp reaeckag 3 4.5
Hedop o mrgeckax 37 552
Trmeproreneckas 9 154
C menrazma 13 194

Eeean a7 10
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APAIANT. YIBIPATOHKUE CPE3bI TOTOBMWIA HA YIBIPATOME
LKB-III (IIIBenus), KOHTPACTUPOBAIN YPAHUIALIETATOM
CBUHIIA U IPOCMATPUBAIIN IO, SJIEKTPOHHBIM MUKPOCKO-
noMm «Philips> (Toyutangus). V 38 O0JIbHBIX IPOU3BEACH
IIOJIYKOJIMYECTBEHHBIN IIOJCYET MHACKCOB AKTUBHOCTH
1 CKIepo3a no Austin u ap. (1983) B mogudpuranmm AA.
MBanoBa. TH/IEKC aKTUBHOCTH OLICHMBAJICS HA OCHOBAHWH
CIIEYIOIUX [T0KA3ATENCH: NHPUWILIPALUA KIYOOUKOB,
npoaudepanys ME3AHINAIBHBIX KIETOK, IPOIUpeparys
SH/IOTENTMATIBHBIX KIETOK, KJICTOYHBIE OTYTYHUA, NH(DUIIb-
TPALMA UHTEPCTULVLL FIHEKC CKIEPO3a BKILIOUAII CJIEYIO-
M€ IIOKA3ATE/IH: YTONIIEHUE INIOMEPY/IPHOM 023IbHON
MEMOPAHBI, YBETUYEHHUE ME3AHTUATBbHOIO MATPHUKCA,
CIaJICHUE KAIWUBIPHBIX IIETE/b, CAHEXUHN, CKICPO3 WIN
T'MAIMHO3 [TOYEUHBIX KIyOOUKOB, IEPUTTIOMEPYIIAPHBIN
CKJIEPO3, CKIEPO3 UHTEPCTULYS, ATPO(PUS IIOYEUHBIX Ka-
HAIbLEB. CTATUCTUYECKUH AHAIN3 ITPOBOJIICA C UCIIOJb-
30BAHMEM ITAKETA CTATUCTUYECKUX IIPOTPAMM «Statistica»
st «<Windows 95», Bepcus 4.3.

Pe3yabTaTsl HCCIETOBAHUA

Cpenu 998 61MONTATOB MOYEK, UCCAENOBAHHBIX HA
Kaepe MmaTonorndeckon anaromnn MMA nmenn ML.M.
Ceuenosa 3anepruoz ¢ 1990 1o 1999 rr, @CIT o6HapyxeEH
B 67 HabmoieHnsX (6,7%), o1 cocTaBu 10,6% mepBAUYHBIX
rinoMepynonatui. Cpeau 60IbHBIX IPEOOIANAINA MYXK-
unHbI (58,2%) (Tabi. 1). Ocnosuas Macca (59,7%) GOMbHBIX
6bL1a B BO3pacte 20—40 sieT, cpeHui BO3pact — 29,9+ 11,2
roga. JnuTenpHOCTb 3a60N€BAHUA OT HAYAIA TIEPBBIX
CHUMIITOMOB K MOMEHTY GHOTICUH ObITA OT 6 MECATIEB /10
7 niet, cpeHsist — 28,8 + 12,6 MecsrieB. ApTepraibHast TH-
MEPTEH3MST OTMEUCHA TTOYUTHU Y TIOTOBUHBI GOMbHBIX (46,2%),
40,3% GOJIbHBIX UIMEIN MUKPOI'€MATYPHIO, 4 4,5% — MaKPO-
IeMATypHIO. [UNepKpeaTHHUHEMHUA OOHAPYKEHA ¥ 13,4%
60mnpHbIX. Kimmanaeckn OCIT mposaBIsancsa pasnuuHbIMA
popmamu: 1aTeHTHOH (7,5%), remarypudeckont (4,5%),
HePPOTUUECKON (55,2%), rUnepTOHNYECKON (13,4%) n
cMmemanHon (19,4%).

Ha ocHOBaHUU PE3YNBIATOB KOMIUIEKCHOIO MOP(O-
JIOTMYECKOI'O UCC/IEJOBAHNA HAMY BBIIC/ICHBI IBE CTAUN
®CIT.

I cragua (cragua HA9IbHBIX MOP(OIOTHIECKHX
H3MeHeHUI) (35 HaGmaoaeHuir). [Ipu rucTonoruye-
CKOM HCCJIELOBAHUY OOHAPYKEHBI CJIEYIOINE XAPAKTEP-
HBIE IIPU3HAKY: YBETUYCHUE PA3MEPOB OOJIBIIMHCTBA KITy-
GOYKOB, KAK MHTAKTHBIX, TAK U IIOBPEKACHHBIX. [ ITOpaKEHbI
B OCHOBHOM IOKCTAME/Y/ULAPHBIE KIYOOUKH. B HEKOTOPBIX
KIIyOOUYKAX OTMEUAETCA HE3HAYUTEIBHOE PACIIUPEHNE
MC3aHI'MA, HCKHBIC CITMHUYHBIC CMHCXHUUN KAITUJUIAPOB C
KaICyJa0H KIybouKa. B nporecc 6pu1n BOBIECYEHB B OC-
HOBHOM OT/I€/IbHBIE KIIYOOUKH ((POKAIBHBII XaPAKTEDP), U
B HUX OTMEYAIMCh CETMEHTAPHOI'O XAPAKTEPA N3MCHCHNSA
B BUJIE CKJIEPO3A COCYIUCTOrO IMy4uKa 6€3 WK CO C1a60
BBIPAKEHHOM O4ATOBOM ITPOTU(hEPAITUEN ME3AHTUATBHBIX
KJIETOK. IIpH 3TOM OCTAIbHBIE KITyOOUKH ObIIM MHTAKTHBL
CKI1€pO3MPOBAHHBIE CEIMEHTDI PHIXJIO WIH TECHO CIIASHBL
C KAaICy/IOH, B HUX OIPEAEIACTCA OTI0KEHUE I'MAJIMHO-
MOZOOGHBIX MACC U OKKIIO3UA IIPOCBETA T'OMOI'CHHBIMU
303MHO(MUIBHBIMUA MacCaMu. CKIEPO3 U I'MaIMHO3 1-2
CErMEHTOB COCYAUCTOIO Iy4K4, Yalle B OOIACTH PYKOSTKA
(puc. 1 1. BKIL). TyOyIOMHTEPCTULIMAIBbHBIE KOMIIOHEHT
(THIK) orcyrcrsyeT Wiy (1260 BEIPAKEH: OEIKOBAs, Yalle
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IT'MAJIMHOBO-KAIENbHAA JUCTPOPUs
SIUTCINA U3BUTBIX KAHAIbIICB, YMC-
PEHHBIIN OYAaTOBBIA OTEK CTPOMBI, B
OTZE/IbHBIX HAOIONCHUAX — O4arOBbIA
CKJIEPO3 CTPOMBI U O4aArOBas JIUM-
(porucTronUTAPHA MH(UIBTPALIHL.
Takum 0O6pa3oMm, st IAHHOU CTaIUN
OCIT xapakrepHbl (/12060 BBIPAKEHHAS
(pubpormacTryecKas TpaHcOpMaLs
(®T) x1yb60ouKOB 6€3 MIn CO C1A00 BbI-
paxeHHbM THK.

[Ipy UMMYHOIMCTOXUMHUYECKOM
uccaeloBanmnu (32 HabMOACHUS) OT-
MEYEHO (Ta671. 2),9To 17 HAbMOCHUH
(53,2%) 6bLIM UIMMYHOHETATHUBHBIMU,
B 7 Habmogenuax (21,8%) ormedena
ouarosas (puxcanua IgM + C3, B 3
(9,3%) —1gG+C3,85 (15,7%) — IgM +
G+ C3 Ha rmoMepyIapHON 023aIbHON
MEMOPAHE U B ME3AHI U KOMKOBATO-
ro xapakrepa (puc. 2).

[1pu 31EKTPOHHO-MUKPOCKOIINYE-
CKOM MCCICAOBAHUY OOHAPYKEHBI CJIEAYIOIMIAE XAPAKTEP-
HBIC U3MECHEHMS: CJIMAHUE 1 NCYE3HOBEHUE MAJIBIX HOXKEK
IIOIOLIUTOB, BAKYOJIM3ALIUA M JIMIIAAU3A1USA LIATOILUIA3MBI,
BBIPKEHHAS (DOKAIbHAS OTCIIOMKA AMUTENUAIBHBIX KJIETOK
C OOHAKEHUEM MOICKAIEH ITIOMEPYJIAPHOI 0a3a/IbHOM
MEMOPAHBL, ITyCTOTHI «<HUMOBI> BIJO/b KAIIW/UIAPHBIX [IETEIID,
apKaaHasa (popManys Ha SHAOTEIUANBHBIX KIETKAX, YTO/I-
menue ['BM 3a cuer lamina rara interna, KOJUIarc Karnui-
JIIPOB, HAKOIUIEHUE TPAHYJIAPHOTO AJIEKTPOHHO-TUIOTHOI'O
MaTEpHaIa B IOBPEXICHHBIX CETMEHTAX, KOTOPBIH IIPE]-
CTABJISUI COOOM IUTA3MEHHBIE OEKU (PUC. 3). OGHAPYXHBA-
I0TCS1 CHHEXUU MEXKIY NEPUPEPUIECKUMU KAWL PHBIMA
NET/IAMHI KIyOOUKA 1 KAIICYION KIyOOUYKA, BOSHUKAIOMIUE
B PE3YJLTaTe OXBATd (MOKPLITHA) YACTU KAMIIAPHBIX
IIETEb, IMMIEHHBIX NOJOLUTOB, PAJJOM PACIIONOKEHHBIMA
[IAPUETAIBHBIMU KIETKAMHU KAIICYJIbI KIyOOUKa.

MHIEKCHI AKTUBHOCTH U CKIIEPO34d ONIPEEIUCE B 20
HabmoaeHuAX. Kaxapiil 3 MOP(ONIOrn4eCKUX NPU3HAKOB
OLICHUBAICA IO mKajae OT 0 1o 3 6amw1oB. CyMmma 6a/IoB

Tabruya 2
Pe3yabpTaThl HMMYHOTHCTOXHMHYIECKOT'O HCCIeTOBAHUA
mopdonormaecknx craguii ®CIT

M op- PazyAETaTE FOUOUMTED IO T0 X FUBTRCKOT O Bre-
dono- HICCiE D, 0 BAHEL Io
Treec- | He Her |IgM+|Ias+ | IgM+ [ C3

KIE MOooAL | CTTelr. 3 3 IaG +
CT2AFOL CERYRH. 3
I 3 17 7 3 5 35
II G 2 1ip¢ : 1 2 | 32
Hiozo 2 19 ] 5 5 Z | &7
*— p<0,05.

Tabaruya 3
INoka3aTen HHAEKCA AaKTHBHOCTH H CKIE€PO03a IIPH
pasusix mopdoaorugeckux cragusax OCIT

Mopdonorrreckre IloxazaTenst (B PonoBHEDL &ARETOL T
CTaNRI MEASKT IKTHEEIOCTH | MELASKC CKnepoza

I Lt 06 3708

II 33 Tog 10,6+ 2 24

*_ < 0,05 ¥ —p< 001,

Puc. 2. Ouarosas puxcanus IgM Ha DIOMePY/APHOH 6a3/IBHONM MEMOpaHe
H B Me3aHruu. Ilpamor meroa KyHca. x400

COCTAB/Is/IA BETMYMHY MHJECKCOB AKTUBHOCTHU 1 CKIIEPO3a.
Cnenyer OTMETUTD, YTO UHAEKC aKTUBHOCTU ITpU PCIT 8-
JLIETCA OKA3aTENIEM TOIBKO OAHOrO U3 IpossiaeHnil TUK,
TO €CTb CTENEHU TMM(POIUCTUOLUTAPHON HH(PUIBTPALUN
CTPOMBL, TdK KAK B KIYOOUKAX MH(PUIBTPALUA U IIPOJIH-
(pepanya KIETOK OTCYTCTBYIOT WIM OHU HE3HAYNTE/IbHBI,
4 MHJEKC CKIEPO3a MOKA3BIBACT CTEIICHN BBIPAKEHHOCTH
®T u TUK. IIpu JaHHOU CTA/IUU UHJICKC aKTUBHOCTHU
cocrasuin 1,6 £ 0,6 6ajuta, a MHAEKC CKiepos3a — 3,7 £ 0,8
6as1a (Tabmn. 3).

II cragus (cTagusa pa3BepHYTHIX MOp@ororude-
CKHX H3MEHEHHH) (32 HaOII0JE€HHA) XaPAKTCPU3YCTCS
MOPAKEHUEM KAK IOKCTAMEAY/UIAPHBIX, TAK U MEAYJUIAD-
HBIX K1yOOYKOB. VI3MEHEHHUS OXBATHIBAIOT OOJIEE JBYX
CETMEHTOB COCYAAUCTOIO ITy4Ka C JIOKAIU3ALMEH B PA3HBIX
OT/IeNIaX KIYOOUKa, MTHOIVIA U3MEHEHIS HOCAT INIOOAIBHBIN
xapaxrep (puc. 4 1B. BKIL). CKIEPO3UPOBAHHBIE U THAIU-
HU3UPOBAHHBIE CETMEHTDHI TECHO CIIAAHBI C KAIICY/IOMN, 32
CYET YeTO HAOIOAAETCA €€ YTONIIEHNE U CKIepo3. Hapany
CTAaKUMU KJIy60‘JK2.MI/I HUMCIOTCA YACTUYHO WIN ITIOJTHOCTBIO
CKJIEPO3UPOBAHHBIEC U I'MATMHU3UPOBAHHBIE. OTMEYACT-
Cs1 6EKOBAS (TMATMHOBO-KAIIENIbHAS U I'MPOINYECKA)
U JKUPOBAA JUCTPO(PUA SMUTENNA U3BUTHIX KAHAJIBLICB,
cy6aTpodus M aTpOpU KAHUIBIIEB C PACIIMPEHUEM WIN
CIdJCHUEM TIPOCBETA, 4 B CTPOME — OTEK, OUAT'OBbIA WX
KPYIIHOOYAr'OBBIH CKIEPO3, YMEPEHHO WIM PE3KO BbIpA-
JKEHHAs1 04arOBas IMM(POTUCTHOLUTAPHASL MH(DIIBTPALA
(puc. 5 1B. BKJL), UHOI'IA OIIPEJEAIOTCA IEHUCTBIE KIETKU
(puc. 6 uB. BKIL). CTEHKA MEJKUX aPTEPHUIT U APTEPUOIT
YTOJIIEHA, CKIEPO3UPOBAHA, MHOIA I'MATMHU3UPOBAHA.
Takum 06pasom, yIg JAHHOH CTAJUU XaPAKTEPHBI PE3KO
BoipakeHHaa PT xwiyboukos u THUK.

VMMYHOTHCTOXUMUIECKOE UCCEIOBAHYE (20 HABIO-
JEHUN) IIOKA3AJI0 (Ta0L. 2), uT0o B 2 (7,7%) HAOMOACHUAX
crenuUIeCcKOro CBEYCHUA HE OOHAPYKEHO, B 17 (73,1%)
— orMeueHa pukcanus IgM + C3,8 2 (7,7%) — 1gG+ C3,B 1
(3,8%) —1gM+G+C3,8 2 (7,7%) — C3.OcO60r0 paznuyus
B 3JIEKTPOHHO-MUKPOCKOIIMYECKOI KapTuHe [ 1 IT craamit
HE OTMEUYEHO. VIHIEKChI aKTUBHOCTH U CKJIEPO34d OIIPE/iE-
JIIUCh B 18 HAaOmoaeHUsIX. MHIEKC aKTUBHOCTH COCTABII
3,3 +0,8 6asuta, a uHAEKC CKiepo3a — 10,6 £ 2,2 6ajuia, U 311
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Puc. 3. DI€KTPOHHO-MHKPOCKOIIHYIECKAA KapTHHA (hOKATBHOTO
CErMEHTAPHOTIO ITTOMEPYIOCKIEP03a/THATHHO3A: A — PACILIACTHI-
BaHHE HOKeK nogonuros (HII) mo rroMepysipHOH 6a3aaIbHOM
mem6pane (FBM). x15 000; b - 06pa3oBaHre MEMOPAHOIIOZOOHOTO
BemecTsa (MB). x10 000; B - €1103uTHI HMMYHHBIX KOMILIEKCOB ([I)
HA INIOMEPY/IAPHOM 6a3aTbHONM MeMOpaHe, JKHPOBBIE BKIIOYE-
HuA (KB) B Me3aHTHaTbHOH KiIeTKe. x20 000
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1I0KA3aTeIN ObUIN CTATUCTUYECKHU JOCTOBEPHO (P
<0,05) 60mbmmMy, yeM B I craguu (Tabm. 3).

KirnHuKo-Mop(OIOTHIeCKHEe COMMOCTAB-
JeHHA. COOTHOIEHUE MOP(POIOIMUECKUX CTa-
Jun 1 kmmHr4deckux (popm PCIT npeacTasneHo
Tabi. 4. Kak cienyer us tabmunpl, i I craguu 60-
Jiee xapakrepHa Hepporrdeckas popma (71,4%),
a yu 11 crapuy, kpome HeppoTrudeckon (34,3%), —
runepronnyeckas (21,8%) u cmemannas (34,3%)
(popmbL

CoIOCTaBIEHNE KIMHUYECKUX (POPM, MOPPO-
JIOTUYECKUX CTAUH C PE3YIBIATAMH UMMYHOTH-
CTOXMMHYECKOI'O UCCIENOBAHMA ITOKA3AI0, YTO
HeppoTraecKas popma 10 CPABHEHUIO C IPYTUMU
(bopmamu yare SBIIETCS UMMYHOHETATUBHOM
(30,5%) nmubo npu nei obuapyxusaerca IgM
(50%). B rpyme Habmoaenui ¢ I craguert 53,2%
OK43/IMCh UMMYHOHETATUBHBIMY, B 21,8% OoTMe-
yeHa (pukcanus IgM, B TO BpeMs KaK B IPYIIIE CO
Il crajielt IMMYHOHETATUBHBIMU ObUIU BCETO 7,7%
HaOMmO/IeHN, 2 pukcarys IgM otmedeHa B 73,1%
HAOMIOIEHN (TA6IL. 2).

M3ydeHne noKa3aTenen CKOPOCTH KIYOOUKO-
BOU (punsrpanivu (Tabi. 5) U KOHLEHTPALIUOH-
HOM (PYHKIIMHU TOYEK (Ta6/1. 6) B 3aBUCHMOCTH
ot Mopdonorundeckux cragn GCIT nokaszano,
YTO BO BTOPOU CTAJIUU 10 CPABHEHUIO C IIEPBOK
OTMEUAECTCS CTATUCTUYCCKU 3HAUNMOE CHIKCHUE
ITUX NOKa3areneit. CeyeT TAakKe OTMETUTD, UTO
TUNEPKPEATUHUHEMUSA OTMEYEHA TOIBKO Y 6OJIb-
Hbix co I craguen OCIT.

OO0cy:xeHe Pe3yTbTATOB

Takum 06pa3oM, Hallle UCCIEJOBAHUE NTOKA-
34J10, 4TO CPeAr MOP(POIOTNYECKUX BAPUAHTOB
nepsuyHon rinomepynonatun PCIT cocrasnger
10,6%, 9TO COTMACYETCS C MAHHBIMHU JIPYTUX
aBTOPOB [7, 10]. B HEKOTOPBIX CTPAHAX OTMEYA-
ercs ypennuenne yacrorsl PCIT B nocnennee
necarunerue [4, 10, 25]. Beicokyro yacrory @CIT
Y IPEACTABUTENECH YEPHOH PACHI IO CPABHEHUIO
€ 6EJION CBA3BIBAIOT C POJIBIO FEHETUYECKUX (DAK-
TOPOB B PA3BUTUU laHHOM natosioruu [17]. @CIT
HECKOJIBKO Yallle CTPAAAIOT MY’ KYUHBI B BO3PACTE
20-40 ner. ®CIT npeumMyImeCcTBEHHO IPOBILA-
€TCA HE(PPOTUUECKOI (POPMOH (54%), 4 B 4ACTH
HA6/IOJJEHUH 'MIIEPTOHNYECKOH (13,4%) 1 cMe-
nranHoi (20,9%) dopmamu, v 46,2% GONTBHBIX
OTMeUEeHA apTepuanbHasd runeprensus. Y 40,3%
GOJIbHBIX — MUKPOI'€MATYPHsL, YTO IIOATBEPKIACT
JAHHBIE IPYTUX UCCIEROBATENEeH [5, 13, 14, 24].

[Ipy ruCTONOIrUYECKOM HUCCIELOBAHUU
OTMEUEHA TUNEPTPOPHUSA KAK UHTAKTHBIX, TAK
U TIOBPEXJAEHHBIX KIyOOUYKOB, I10 BUAUMOMY,
UTPaAIoIas BAKHYIO poib B narorenese OCIT,
TAK KdK OHd COIIPOBOXKAAETCS runeprepgysuei
Y MEXAHUYECKUM [IOBPEKICHUEM SIUTETMAIbHBIX
KIETOK [9, 16, 20]. B KIyGOUKAX OTCYTCTBYIOT MOP-
(posornueckue KpUTEPUN BOCIAICHUS, TAKHE,
KaK MH(UWIBTPALUA KI1yOOUKOB JJIEUKOIUTAMHY,
MOHOIMTAMH, TIPONU(DEPALINA MEZATUATBHBIX U
SHJIOTEMAIbHBIX KJIETOK, 4 HAO/IOAI0TCA CKIEPO-
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OpWMHOJ’IbeIe CTaTbH

Tabaruya 4

CooTHonIeHHE MOP(}OIOTHIECKHX CTATHI 1
wInHuIeckux opm ®CIT

Mopdosorsreckie Farmrrsecome dopus Beero
CTIAFH I II | III IV | W
I 4# 1 ek 2 2 a5
I 1 2 11 T 11# 32
Han 5 3 37 o] 13 57

Ipumenanue. Knunuueckue gopmut: I — namenmmuas; II — 2e-
mamypunecras; Ill — negppomuueckas; IV — eunepmonuneckas; V

— CMetaHHas.
*_p<005.

Tabauya 5

CoorHomrenue mop@donormueckux craguii ®CIT u

IIOKa3aTe KIIyOOUKOBOM (DHIBTPAIIAH

Mopdoa- Flngrhoumeo Ba doodne Tp a1rrer, Brera

AOTIOIECKIE W) nEnr
CTAFE =3 S078 3040 =30
I 24k 10 1 — 35
II 7 1 I 3 32
Hrna 31 26 7 3 &l
* _p < 0’05; o _p < 0702
Tabauya 6

CooTtHomenue mopdororumdeckux craguit ®CIT u

KOHIIEHTPAITHOHHOM CIIOCOGHOCTH ITOYEK

Mopdoa- HneAEHIDT 2T MO Bern
nomrpzeckzee | =10E0 | 1016—  1010— | =1010
CTIAT 1020 1015
I 158 11 3 2 a5
II g 7 10 i a2
Hmn &1 18 13 £l a7
*—p<0,05.

TUYECKUE U TUCTPOPUUIECKUE IIPOLIECCHI B BUJIE CKIIEPO3a U
THAJIMHO32 COCYAUCTBIX IIETENb. OTU JAHHBIE IIOATBEPAKIAET
IPABOMOYHOCTD Ipeoxenns B.B. Ceposa u B.A. Bapiuas-
ckoro [1, 2] et @CIT U3 rpyIIiel ITOMEPYIOHEPPUTA,
OTHECTH €I'0 K HEBOCIIAIUTEIbHBIM I T] M BRIIOUMTE B IPyIITy
IIEPBUYHOIO HE(PPOTUUECKOT'O CUHAPOMA.

Hamu Ha6moeHus 6BIIH IPE/CTABACHBI TOJIBKO
KITACCUYECKUM TUCTONOrn4eCKuM BapuanToM OCIT, xoTa
B HACTOAIIEE BPEMS B PAMKAX IIOC/IEAHET'O BBIIEAIOT KIIe-
TOYHBII BAPUAHT C BBIPAKEHHOM PONNAQEPAITUEH KIIETOK
IIOYEYHOI'0 KIYOOUKA; KOHLIEBON BAPUAHT IIOBPEKICHUL,
PA3BUBAIOIIMXCA B 30HE BBIXO/A TPOKCUMATIBHOI'O KAHAIb-
113; KOJUIAOHPYIOIIYIO ITIOMEPY/IONATHIO C BBIPAKEHHBIMU
IIPU3HAKAMH KOJUIAIICA IIOYEUHBIX KITyOOUKOB 1 OBICTPBIM
PAa3BUTHUEM XPOHUYECKOH IIOUEYHOU HEJOCTATOUHOCTU
(6,21, 23, 26].

Xapakrepuole usmenenusa it GCIT HaunMHAIOTCA C
KJIYOOUYKOB IOKCTAMEY/UIIPHON 30HHI [ 1 2], 10 Mepe npo-
I'PECCHPOBAHUA B IIPOLIECC BOBIEKAIOTCS KIIYOOUKH KOP-
KOBOT'O CJIOsL, HAPS/LY C 3TUM YCHINBAIOTCA OT K1yGOUKOB,
KOTOPAas YETKO KOPPEIUPYET C BRIPAKEHHOCTbIO THK.
Taknm 06pa3oM, JAHHASA IATOJOTUS XAPAKTEPUIYETCS
MOPAKECHUEM BCEX OTAENOB He(ppOoHA. Hamm fanHbIe 110-
3BONMWIN HaM BeIIENUTD ABe cTaanu OCIT. [Tpu I cragnn
B KJIYOOUYKAX OTMEUAETCA C1a00BbIpakeHHasd OT 6€3 min
co cnabosbipaskeHHbIM TUK, a 17151 11 cTaiun xapakTepHbl
peskoBbipakeHHas PT u TUK, uTo moaTBEP:KAACTCS TTO-
Ka3aTe/IAMU UH/ICKCA AKTUBHOCTU U CK1€PO3d. CTENEHDb

BeipaxkeHHoctu T u TUK onpeaensier 0COGEHHOCTU
KJIMHUYECKUX IIPOABICHUI: €CIU JJIA IIEPBOM CTaJUU
6onee xapakTepHa HedpoTuueckas Gopma, To s
BTOPOU, KPOME HEPPOTUUIECKOH, — TUIIEPTOHNYECKAS U
CMEIIAHHBIE (DOPMBL, 1 UMEHHO IIPU BTOPOU CTA/IUU OT-
MEYAETCs HapyleHue (PYHKIUY KIYOOUKOB 1 KaHAJIBLIEB,
IIOJTBEPIKJICHUEM YETO SABJISETCS CHIDKEHUE TI0KA3aTENEN
1 KOHLIEHTPALMOHHOH (PYHKIINH IIOYEK U CKOPOCTH KITy-
60YKOBOH (PUIIBIPALIAY, 4 TAKKE IMIIEPKPEATHHUHEMUS.

[Tpy1 IMMYHOTUCTOXUMUYECKOM UCCIEAOBAHUY OOHA-
PYKEHO, UTO 53,2% HAOMIOCHUI C IEPBO CTA/IUEI OBUIN
MMMYHOHETATUBHBIMH, B 21,8% oT™MedeHa (pukcanys IgM,
a B rpymnne HadmoaeHn co II cragneit NMMYHOHETATUB-
HBIMU OBLIU BCETO 7,7%, pukcanys IgM ormeuena B 73,1%.
DTU JAHHBIE MOI'YT YKa3aTb HA TO, 4YTO OTIOXeHUE IgM
BTOPUYHO U IPOUCXOIUT TOIJd, KOIZIA YKE CPOPMUPOBA-
/b xapakrepHole i OCIT uamenenus [22]. OfHAKO He
HCKIIOYECHO 3HAYCHUE U NIEPBUYHOIO MMMYHHOI'O MEXA-
Husma B passutun OCIT [13).
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[ TpyMeHeHne HU3KOMONEKYNIPHOO
renapuHA-GPArMMHA NPU HEPPOTUYECKOM
CUHOPOME Y OeTen

T.C. Bo3HeceHckas, A.Tl. 390kuHa, T.B. CepreeBa
HUU nepunaTtpum HU3 4 PAMH

Low molecular weight heparin-fragmin in treatment

of children with nephrotic syndrome
T.S. Voznesenskya, A.G. Ziabkina, T.V. Sergeeva

Knroueswvie cnosa: negppomuneckuii CUHOPpOoM, mpomoOmudecKile OCONCHEeHUS, (PPAaAMUN.

B CBsI3H C OTCYTCTBHEM €UHOM CXE€MBbI JJ€YEHH U MPO(DIIAKTHKH TPOMOOTHIECKHX OCTOKHEHHH IIPH
He(POTHIECKOM CHHAPOME IIPOBEACHO HCCaegoBaHuE 3(D(HEeKTHBHOCTH U 0€30IACHOCTH IPUMECHCHHS HU3-
KOMOJIEKYJIIPHOTO TenapuHa-pparMuHa y gerei ¢ HehpoTHIeCKHM CHHAPOMOM. DparMuH NPHUMEHICA C
npoPHIAKTHIECKOH 1eabI0 B 1o3e oT 2500 ME/cyT 10 5000 ME/cyT 1 pa3 B eHb MOJKOKHO MO, KOHTPOIEM
YpoBHA (haKkTOpPa CBEPTHIBAHUA AHTHXA B T€YECHHUE 3 HEJETb. 32 BpEeMs JI€ICHHUA He ObUIO 3aPETrHCTPHPOBAHO
KPOBOTEYEHHI, TPOMOOIUTOIIEHHH. YPOBEeHb (DHOPHHOI€HA CHHU3KWICA Y BCEX OOMBHBIX. IIPOTPOMOHHOBHI
KOMIUIEKC OCTABAJICA B IIpeAeIaX HOPMBI JaKe PH HacaoeHun OP3 c HapacTaHueM aKTHBHOCTH 3200/I€BaHMA.
B pe3yiabraTe ucCaeA0BaHus ObUIa TOKa3aHA 3(h(HEKTHBHOCTD U 6€30MACHOCTH (PPArMHUHA B BBIIICYKA3AHHBIX
JI03aX /IS JIEIEHUS IeTei ¢ He()POTHIECKHM CHHPOMOM.

There is no consensus on the optimal therapeutic and prophylactic approach for thrombotic complications in
nephrotic syndrome, so the investigation was performed to evaluate the efficacy and safety of low molecular weight
heparin-fragmin in nephrotic children. Fragmin was given in prophylactic dose (2500-5000 ME/24 h once a day) for
3 weeks with measurement of anti Xa activity. There was no evidence of bleeding and/or thrombocytopenia at the
time of treatment. In all patients fibrinogen level decreased after fragmin treatment. Prothrombin complex was
in normal limits even if respiratory infection was developed with increasing of disease activity. This study demon-
strates the efficacy and safety of fragmin in therapy of nephrotic syndrom in children in above-mentioned dose.

Teti [1, 2]. HacTora TpoMO03MOOIH, 10 PA3HBIM JJAHHBIM,
Kone6sercs ot 9 1o 70% 1 HauboIee 4acTo BCTPEYAETCA
Y B3POCIBIX ¢ MEMOPAHO3HOM Hedponarueii [1, 3, 4]. B
HECKOJIBKUAX Pa60Tax MOKA3aHO, YTO I'UIOATbOYMUHE-

BBeagenue

[Tpu HEPPOTUIECKOM CHH/IPOME MOBBIIMICH PHUCK
TPOMOOTHYCCKUX OCTIOKHEHII KAK Y B3POCIIBIX, TAK Y /IC-

Aopec ona nepenucku: 117963, 2. Mockea, Jlomorocosckuil npocnexm, 0. 2/62, Hayumwiil yenmp 300posoa demeil PAMH, omoenenue
Hegpponozu
Tenegpon: 134-04-49. Cepeeesa Tamapa Bacunveena
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