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Is the thin basement membrane disease a predisposing factor
to others glomerulopathies?
M.S. Ignatova, L.S. Prikhodina, E.P. Golitsina, V.A. Varshavsky, V.V. Dlin

Kmouesoie cno8a: 60183t TMOHKUX OA3AIHOIX MEMODAH, 2710MEPVAONAINLLLL PEOPACIONIONCCHILE,
AeKINPOHHAA MUKPOCKONLLA C MOpHOMeInplLeli HedhPooiLonInamos.

IIpeacTaBIeHa YaCTOTA, KIMHUYIECKas i MOPGhOTOrHYecKas XapaKTepUCTHKA 60Ie3HH TOHKHX 6a3aIbHBIX
memM6paH (BTBM) y mereri ¢ HCIIOIb30BaHHEM MOP(MOMETPHH YIBTPATOHKHX CPE30B KAWULIPOB KIyOOUKA.
OtmeueHo, uro BTBM BeIsBaeHay 10 (19,2%) u3 52 reTeit, KOTOPBIM IpoBeeHa He(hpOOHOIICHS B IETCKOM CIIe-
IIHATH3HPOBAHHOM He(POIOTHIECKOM OTAeIeHHH B 2004-2005 rT. DIIeKTPOHHO-MHKPOCKOIIHYECKOoe H3yde-
HHe MaTepHaja II0Ka3aJI0, YTO TOABKO B 1 cirydae u3 10 oTMedanach nsonuposaHHada BTBM, Bo Bcex ocTalb-
HBIX caydasx (90%) BTBM codeTanachk ¢ Me3aHIHOIIPOIH(ePaTHBHEIM ITToMepyIoHedputom (MesIITH), y ue-
THIpeX GOIBPHEIX JUATHOCTHpOBaHa IgA-HedpomaTHs. YV Tpex 60IBHEIX OTMedYaIca HepPOTHIECKHH CHHAPOM
(HC). IIpu HC nociie nmpoBeJeHUs HehpOOHOIICHH M YCTAHOBJICHHA JUATHO3a HCIIOTb30BATH I JIeYeHUS
IPEeJHU30I0H U IIUTOCTATHKH, Y ABYX — IHKI0docdaH, y ogHOro — ukiIocnopuH A. Bee 10 merei reqmwmuch
HHTHOUTOPAMH AHTHOTEH3UH-TIpeBpamaomero ¢pepmenta (AIIP). B mpocreKTHBHOM HAGIIOAEeHHH Yepe3 6
12 mMecsA1eB y BeeX JAeTeH COXPaHAIACh MHKPOreMaTypHsa H MHKpoliporeMHypus. ABi1ennsa HC xynupoBaHBI.
DYHKIIHOHATIBHOE COCTOSHHE IIOYEK OCTABAIOCH YAOBIEeTBOpUTEIbHBIM (cpegHsaa CK® - 97,2 + 8,2 mii/MuH).
Bricka3bsiBaeTcsi MHeHHe, 9To BTBM aBiseTcsa mpeapacionaraloimuM pakKTopoM K pa3sBHTHIO Pa3IHYHBIX IIO-
MepyJIOIATHIL.

The study presents frequency of occurrence, clinical and morphological features of Thin Basement Membrane
Nephropathy (TBMN) in children. TBMN was diagnosed using EM ultrastructural morphometry of the kidney bi-
opsy specimens. TBMN was diagnosed in 10 (19,2%) of 52 children subjected to renal biopsy in years 2004-2005
only in one of 10 patients. Other 9 children had TBMN combined with mesangial-proliferative glomerulonephri-
tis. Four patients had IgA-nephropathy, three had nephrotic syndrome. After renal biopsy children with nephro-
tic syndrome were treated with steroids and immunosuppressive drugs: two with cyclophosphamide, one - with
cyclosporine A. All 10 children also were treated with ACE-inhibitors. After the follow up period all children have
had microscopic hematuria and mild proteinuria. There were no signs of either nephrotic syndrome or renal pro-
gression (mean GFR 97,2 £ 8,2 ml/min). Our preliminary data suggest that TBMN could be predisposition factor
for different glomerular diseases.

B nocneHue rofipl Npu U3y4€HUH PA3IUUHBIX 320071€-
BAHUI OOJBINOE BHUMAHKE VICTAIOT MPEAPACIONATAIO-
UM (pakropam. K 31um pakropam pu pa3BUTUU UMMYH-
HBIX HE(PPOIIATUN, HECOMHEHHO, OTHOCSATCS AHTUTEHBI
HLA-cucrembt [2]. llpeapacnonaraomuym (pakropom K pas-
BUTUIO HE(PPOTUUECKOTO CUHAPOMA C MUHHMAIbHBIMU U3~
MeHeHusamu B omepyiax A-T. Landenkari et al. (2004) [8]
CUUTAIOT OOHAPYKEHHBIN UMU HOJMMOP(PU3M I'€HA He-
(ppuna. U3yueHne 3MOPUOreHe3a OPraHOB MOUYEBOU CUC-
TEMbI HIPUBOJUT K BBIBOJAM, UTO SABJCHUS AU3IMOPHOTe-

HE3a MOI'YT ObITb OCHOBOH PA3BUTHS PA3HOOOPA3HOM He-
(pponoruueckoit maronoruu [11]. B 3rom otHOMEHUH 11O-
KA3aTEJIbHO HEPEJKOE OOHAPYKEHNE HPH THUIIOIIACTHYEC-
KOW JUCIUIA3UH IIOUEK IIOMEPYIOHE(PPUTA WU TYOYIIO-
UHTEPCTULUAIBHOTO HE(PPUTA, BBIAB/IAEMBIX HA OCHOBA-
HUU OUOIICUITHOIO UCCJICA0BAHUSA OYEK [1].

bonesnup ToHKUX Oa3anbHbIX MeMOpan (BTEM) sBis-
€TCs OJHOM U3 HAUOOJIEE YACTBIX IPUUUH HEPCUCTUPY-
IONICH FEMATYPUH Y IETEH U B3POCIIBIX. DTO 3A00JICBAHUE
BCTPEUACTCA NPUOIUBUTENBHO Y 1% OOCIEAOBAHHBIX B
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nonysiuu [13]. Knmuanueckumu nposisienust BTBM sB-
JIFOTCS:: MUKPOCKOITMUECKAS ITIOMEPYJ/ISIPHASI TEMATYPH],
MUHUMAIbHAS IPOTEUHYPUSI (BO3MOKHO €€ OTCYTCTBHE),
HOpMaJIbHAs (DYHKITMOHAJIbHASL CIIOCOOHOCTD TOUEK [5],
u3-32 uero 5TBM Ha3bIBAIOT TAKKE «JOOPOKAUECTBEHHOM
CEMCHHOU I'eMaTypuch». BbICKA3bIBACTCA MHCHUC, UTO
BTBM moxeT ObITh (PAKTOPOM, IPEAPACHOIATAIOMINUM K
pazsuTuio IgA-Hedponaruu [14]. O npeapacnoararomem
3HaueHun BTBM B pazsuTuu pasamuHoin He(pponoruuec-
KOW MaTOJOTUHU CBUJETEIbCTBYIOT U UCCIEJOBAHUSA
ayrorncuiHOro marepuana [10]. [To MEEHnIO maTonoros,
TOHKHUE 0232bHBIE MEMOPAHBI HEPEJKO OKA3BIBAIOTCS
QUIALZAPMOM> JUIS1 OTJIOKEHUS UMMYHHBIX KOMILIEKCOB.
Onucanus coueranust BTBM ¢ ipyrumu riaioMepyonaTy-
SIMH HEMHOTOUHMCJIEHHBI U KACAKOTCS B OOJIbIIEH MEpE
B3POCJIBIX OOJIbHBIX.

Llenbo NCCIEJOBAHMS SIBISUIOCh U3YUEHHE YACTOTHI,
KINHUYECKUX U MOP(POIOTHUECKUX XAPAKTEPUCTUK CO-
4yeTaHHOU nartojoruu — 5TBM ¢ apyrumu rinomepyiona-
TUAMU Y ICTCH.

BoJbHBIE H METOIbI MICC/IEIOBAHIA

Mp1 BKTIIOUMIU B uccaegoBanue 10 u3 52 gereu, Koto-
PBIM IIPOBE/ICHA ITOUCUHAS OMOTICHA B OT/ICICHUN HE(PPO-
soruu OI'Y «MHUW neauatpnm n ieTCKon xupypruu Poc-
3apasa» ¢ iHBaps 2004 o gexkadpsb 2005 rr. B rpymny Bom-
JI1 5 MAIBYUKOB U 5 ICBOUYCK, CPCIHUI BO3PACT JACTCHU K
MOMEHTY Hauajia HAIETro HAOIIO/IEHUA COCTAB/I 8,9 +
1,8 roga (ot 5 10 17 ner). Bce 3t GonbHbIE UMENU TIEP-
CUCTUPYIOIIYIO [JIOMEPYISIPHYIO reMaTyputo. CpeH s
MPOIOJDKATENBHOCTD OOJIE3HU K MOMEHTY IIOCTYIUICHU S
nojt HaGmo/eHue 661a 5,9 = 1,53 roa (ot 0,8 10 6 n1er)
(Tabmn.).

MeTo/bl UCCIEA0BAHUS BKIIOUIN: AHAJIU3 POJJOCIIOB-
HBIX, U3YUCHUC KIMHUUECKOU KAPTUHBI OONE3HU B PET-
POCHEKTUBHOM U IIPOCIEKTUBHOM ILIAHE, IPOBEICHUE
HYHKIIMOHHOM OMOIICUU TOYUKU. [TocneiHAs OCyeCTBIs-

Tabauya
Xapakrepucruka gereu ¢ BTbM
Ne IToa Bospact Bospacr Amarsos
o/ BBIABACHUA | IIPOBEACHUA
manu- reMaTypun Bedppo-
€HTOB Guoncun
1 K. 4 Mec. 8 aet BTBM
2 K. 1 roa 2 mec. | 7 aet 8 mec. | BTBM, MesIII'H
3 K. 2 roaa 3 mec. | 5 aer 7 mec. | BTBM, MesIII'H
4 M. 2 roaa 11 aet BTBM, MesIII'H
BTBM,
5 M. 9 aer 11 aet IgA-pedpponarns,
C3HC
BTBM, MesIII'H,
6 M. 5 aer 5 aer CPHC
7* K. 1,5 roaa 8 aer BTBM,
IgA-pecpponmarus
8* K. 6 mec. 8 aet BTBM,
IgA-pedpponmarns
BTBM,
9 M. 6 Aet 7 aet IgA-pedpponarns,
CPHC
10 M. 6 et 16 aer BTBM, MesIIT'H
* Bausnerjol.
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Puc. 1. IlokasaTenu ToamuHbl [BM y 310pOBBIX IeTer
PA3IHIHOTIO BO3paACTa

JIACh B TEX CJIYYASX, KOIJA, KDOME NEPCUCTUPYIOLIECH Te-
MATYpHH, Y PEOEHKA UMEHCh APYTHUE NPOSIBICHUS TJI0-
MEPYIIIPHOIO MOPAKEHUS: IPOTEUHYPUS, CKIOHHOCTb K
APTEPUAILHON TMIICPTCH3UH, OTCUHBI CUHAPOM. Iloueu-
HBII1 OMONTAT UCCIEAOBAJICA IIYTEM IIPOBEJCHUS CBETO-
BOU, UMMYHO(DIFOOPECLEHTHOH U 3JIEKTPOHHON MUKPO-
cxkonuu (DM). Y Bcex OOJIbHBIX OCYIIECTBIAIACH MOP(O-
METPUS VIBTPATOHKUX CPe30B Ouonrara. /st nposese-
HUS MOP(POMETPUUECKOTO UCCIIEAOBAHUS UCIIOIb30BAI-
€S rpA(pUK 3aBUCUMOCTH U3MEHEHUS TOJIIUHBI IJIOMEPY-
JIpHOH OazanbHON MemOpanbl (I'BM) oT Bo3pacra 3710-
POBBIX ICTCH, TIOCTPOCHHBIN 110 JAHHBIM BO3. Busyain-
HO TOHKHE 0A3/IbHBIE MEMOPAHBI U3MEPSUIM HA HETATH-
Bax 1pu crangaptHom yseauueHun x20 000 B pasHbIx
VUYACTKAX U CPABHUBAJIM CPEJIHEE 3HAUECHHE C COOTBET-
CTBYIOIIEH BEIMUMHON HA TPAPUKE, OTMEUAS TAKKE MU-
HUMAJIbHYIO U MAKCUMAJIBHYIO TOJIIMHY 0A3IbHON MEM-
Opaubl [Ipr 3TOM CUNTAIN IPABOMOUHBIM JarHo3 BTbM
B TOM CJIyUA€, ECJIM TOHKUE 0A3/IbHBIE MEMOPAHBI COCTAB-
Jrum He Menee 50% uccneayembix I'BM (puc. 1).

PesyabTaThl

[Ipyn ananuse poOAOCIOBHBIX OKA3JIOCh, UYTO CEMCH-
HOH I'éMAaTYPUHU HE BBIBJISUIOCH HU Y KOTO, KDOME OJJHOU
CEMBH, I7IE Y IBYX JIEBOUYEK-OIU3HELIOB, KOTOPBIE HAXO/H-
JIUCB IO/ HAIIMM HAOTIOAEHUEM, OTMEUAIACh TEMATYPHSL
B cemMpax 1 y OOCIEIOBAHHBIX JICTEI HE ObUIO HEMPOCEH-
COPHOM TYTOYXOCTH U BPOXKICHHBIX AHOMAJIMH 3PEHMUSL
Hu y KOro B ceMbsX HAOMIOJAEMBIX HAMU JECATU OOJIb-
HBIX HE OBbLIO C/IYJA€B PA3BUTHUA XPOHUUECKOM IIOYEUHON
HEJOCTATOUHOCTH. [IpH 3J1EKTPOHHO-MUKPOCKOIIAUEC-
KOM UCCIIEIOBAHUY OMOIICUMHOIO MaTEPUAIA y OOCIEN0-
BAHHBIX ,H€T€I71 HC OTMCUAJIOCH XAPAKTCPHBIX /I CUH/I-
poMa AJIbIIOpPTA PU3HAKOB: yroneHus I'bM co cBoeo0-
PA3HBIM U3MEHEHUEM €€ CTPYKTYPBL

CpeaHui BO3PACT BBIABICHUS NEPCUCTUPYIOLIECH
IJIOMEPYJIAPHOM FEMATYPUH Y OOCIEJOBAHHBIX HAIJUCH-
TOB cocTasyisn 3,60 + 1,29 roga (o1 4 mecanes 10 9 jer).
[Iporennypusa uMesa MECTO Y BCEX ACTEN B HAYAJIE HA-
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Puc. 2. Bonphoti [ 1. Imomepyia c MEHEMATLHBIMA
usmeHeHus MU Ipu BTBM. CepeGpenue (x200)

Puc. 3. BoapHos [ 1. Tonkas TBM,
MaKCHMAaJIbHas TO/IIHHA — 50 HM. DM (x10 000)

Puc. 4. Bonbhoti [ 1. Tonkas 'BM 6e3 IpyTuX H3MeHEHH I
B KIIyO0ouKke. DM (x20 000)

niero HaomoaeHus 3a 6oapabiMu: 0,4 + 0,08 r/n. Tpoe u3
JECATU TAIUEHTOB UMEIN HEPPOTHUECKUI CUHPOM
(HC) c nHopmanpnoi pynkuuei nouek. Jleru ¢ HC 10 BbI-
HNOJHEHUS HEPPOOUOIICUHN JIEUMITUCH IIIOKOKOPTUKO-
CTEPOUJAMH, IPUUEM HCIIONb30BAIACH TPAAULIMOHHAS
cxXeMa uX npuMeHeHust [6]. Y IBYX MAIUCHTOB ObLI CTe-
poua-pesucrentHoiir HC (CPHC), y ogHOTrO — Crepounj-
3apucumbiil (C3HC). Y Tponx OOJIbHBIX BBISB/ISIACH YME-
PEHHAS APTEPUAIbHAA THIEPTEH3H S, KOTOPAS BIIEPBbIE
ObLTa OTMEUCHA B BO3PACTE 5, 11 1 16 1eT COOTBETCTBEH-
HO. CPEAHAA CKOPOCTD INIOMEPYJIIPHOH (PUIBTPAIIUU
(CK®) cocrasisiia 104,1 £ 6,6 mu/MuH. V IBYX U3 €CS-
i nanuenToB CKP Obu1a Menee 90 mii/MuH. CHIKEHHE
CK® ormeueHo y ogHOro 60abpHOro co CPHC, y gpyroro —
€ ME3aHTHONPONU(PEPATHBHBIM INIOMEPYIOHEPPUTOM
(MesIITH). Y oboux gerert He OTMEUYCHO MOBBITICHUS
APTEPUAIBLHOTO JABJICHUS.

[Toueunas 6uoncus ObLIA MPOBEACHA BCEM JACTAM IO
HAYA/IA [IPOCHEKTUBHOIO HAOMIOACHUA. JJNarno3 ycranas-
JIMBAJICA HA OCHOBAHUH KIMHUUECKUX U MOP(OJIOTHUEC-
KuX aHabX. Hammaue BTBM ompeaensmocs Ha OCHOBA-
HUU MOP(OMETPUUCCKOTO UCCIEOBAHUS 3TIEKTPOHHO-
MHUKPOCKOITHUYECKOT'O MATEPUANIA C YUETOM JAHHBIX, IPH-
BeIcHHBIX Ha puc. 1. Tonbko y oxnoro pedenka (L 1) mpu
CBETOBO¥M MMKPOCKOIIMU HE BBIABJISIIOCh U3MEHEHUN B
KIyOouKax (puc. 2). [Ipu uMMYHO(DIIOOPECIIEHTHOM UC-
CJICIOBAHUH Y 3TOTO PEOEHKA HE ONPE/ETANOCh (PHUKCA-
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Puc. 5. Boibnoii [ 1. Ckraaka Ha TOHKOH 6Ga3aILHOM
MeMOpaHe, oOpaszoBaHHasd lamina rara interna. DM (x20 000)

I[UH UMMYHOTJIOOYINHOB M KOMIJIEMEHTA B HOUCUHOMN
TKaHU. [Ipn OM umeno mecro audpy3Hoe UCTOHUEHUE
I'BM (50 HM) 1 UX (PparMEHTALUSA, A TAKKE OUATOBOE 00-
PA30BAHHE NEKTPOHHO-IIPO3PAUYHON IEJIU HA MECTE
lamina densa (puc. 3). [1pu 3TOM HE HAOMIOTATOCH KAKUX-
J00 U3MEHEHHH CO CTOPOHBI TOJOLUTOB U HIOTENIUO-
uToB (puC. 4). Mecramu lamina rara interna oOpa3oBbI-
BAJIA CKITAZIKA (PHUC. 5).

[Ipu CBETOBOM MUKPOCKOIIMHN Y OCTA/IbHBIX JACBATH JIC-
tedt BoisiBysuicst MeslITH (puc. 6). [Tpu ummynO(IIOOpEc-
LEHTHOM UCCIEI0BAHUY Y 4 OOJIbHBIX OTMEUAIACh U30-
nuposanHas (pukcarus IgA na 'BM (puc. 7), 4To no3so-
JIMJIO UM HOCTABUTD JUArHo3: IgA-nedponarus (IgA-H).
V IBYX M3 3TUX YETHIPEX JAETCH KIMHUUECKU ObLI BBIPA-
el HC, yognoro ormeuen CPHC, y gpyroro — C3HC. IIpn
IgA-H Ha yIBTPATOHKUX CPE3AX B MC3AHTUYME OLPEC/IA-
JIICh JIEKTPOHHO-IUIOTHBIC ACTO3UTHL (pUC. 8). AHAIO-
TUYHBIC JICTTO3U T OOHAPYKUBAIUCh B [BM Ha mecte la-
mina densa (puc. 9). [lpu 3rom Tomuua 'BM He npesbl-
maa 100 um (puc. 10). Y ognoro pedenka (L19), y koro-
poro nmenca HC npu IgA-H, BbIABIEHA CIIIAKEHHOCTD
MaJIbIX OTPOCTKOB HOJOLUTOB, IPEUMYICCTBEHHO B ME-
CTax HanOosee TOHKUX yuacTkos I'bBM (puc. 11). Y aByx
OOJNBPHBIX OTMEUANACH (pUKCans IgM B KITyOOUKOBBIX Ka-
HIUULIPAX, ¥ BCEX OCTAIBHBIX IPU IMMYHO(DIIOOPECIICH-
I[UU BBIABJISUIUCH JJCTTO3UTHI C3-(PPAKITIH KOMIUIEMEHTA.
Y 6oabnoro co CPHC (L] 6) crnaxkupanue HOKEK Moo~



Puc. 6. Bosnor [19. Kimy6ouex mpu M3IITH.
I'eMaTOKCHIHMH-303UH (X200)

Puc. 8. boabHor 9. IIITOTHDIN JIETIO3UT B ME3aAHTHyMe
1pu IgA-HedponaTiu u BTBM. OM (x26 000)

Puc. 10. BosmbHox [19. ®parMeHT TOHKOH I'BM -
MHHHMaJIbHAsA ToamuHa 100 HM (X20 000)

LUTOB OBUIO PE3KO BBIPAKEHO, OCOOEHHO B MECTAX HAU-
oosee Toukux 'bM (puc. 12). Takum oOpaszom, nocie
MOP(OTOrMUECKOro UCCIACAOBAHUS JMATHO3 Y O0CIEI0-
BAHHBIX JI€TEH ObLI Pa3IUUHBIM, HO V 9 u3 10 nanueH-
T0B BTBM coueTanacey ¢ APYTUMH IJIOMEPYIISIPHBIMU 3a-
OosieBaHusAMU (TaOL.).

Moa Hawmm HabnogeHnem Haxoantea manbuuk M.b. (0 10),
POXAEHHbI MATEpbIo, CTPAAAIOLEN MOYekaMeHHOM GonesaHbIo.

Puc. 7. Bombno#t [19. Ouarosas ¢puxcarus IgA
I'paHy/BIPHOIo Xapakrepa Ha I'bM u B Me3aHruyMe (x400)

Puc. 9. boabnHor [ 9. IitoTHbIH JE€MO3UT B TOHKOHM 'BM
Ha mecre lamina densa. 9M (x16 000)

Puc. 11. Boabhoit [19. Pacmerurenue ronkos TBM, doxanpHOE
CIJIa’KHMBaHHE MAJIbIX OTPOCTKOB ITOJIOIHTOB. DM (X20 000)

BepemeHHocTb npoTekana ¢ TOKCHKO3OM W yrpo30l CaMONpPOM3-
BonbHOrO npepuiBakns. B 6 net y peberka npu ancnancepHom
obcnefoBaHuK Bepesie 06PATUAN BHUMAHWE HO HANWUYUE MHUK-
porematypum. [peanonaranu Hanuune TyGynoUHTEPCTULMANLHOMO
HedbpHTa, B MECTHOM CTALMOHAPE NPOBOAMIN NleueHue ypocenTH-
KaMK M MHgomeTaurHom 6es addekta. [nomepynapHas remary-
pMA COXPAHANACH, YCUAMBOACH NOCIEe pecnupaTopHsix 3abonesa-
wuit. B 12 net noseunack nactosHocTh Bek M ronewei, B Mode
onpepensnca 6enok — 0,165 r/n. Mo mecty xutenbctea peberka
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Puc. 12. BoabHoit [16 (cm. Ta6i1.). Cruanue
M CIVIa’KHBAHHE MAJIBIX HOZKEK ITIO/JOLIHTOB I10 X0y
Haubos1ee TOHKHX yuyacTKoB TBM. DM (x20 000)

MOCTABMEH AMATHO3: [MoMepyrioHedpUT, NPOBEEHO NleyeHne npeg-
HM3OMOHOM, XTTOPBYTUHOM, TeNApUHOM, KypaHTUom. [potenHypusa
M MOCTO3HOCTb MCYE3NH, HO remaTypus coxpaHsinacs. B sospacre
13 ner manbunk noctynun nop Hawe HabniogeHne. Camouys-
CTBME YLOBNETBOPHUTENLHOE, ONpeaensercs 5 BHEWHMX CTUIM au-
3ambpuoreresa. OBHApPyXeH NPonanc MMTPANLHOTO KIAMAHA.
Buigenera mukporemartypus, MukponpoTenHypms, HUKTypus. [losbi-
LeHb B KPOBU GpUOPMHOTEH M LMPKYIMPYIOLLME MMMYHHBIE KOMM-
nekcol. [1pu Y3M HesHaunTensHo yBenuueHs pasmepsl noyek, or-
MmedatoTest auddysHbe U3MEHeHUs ModedHol napeHxmmsl. B ces-
31 C HaNKYMEM Yy pebeHKa XPOHMYECKOTO TOHSUINIUTA eMy NpPoBe-
LeHa ToHsunnakTomusa. [emarypusa coxpansnacs. Hapacrana npo-
TEUHYPHA, MOABUIACH TEHAEHUMS K MOBHILEHMIO APTEPUANIBHOMO
LABReHns. DTO CTano Noka3aHMeM ANA MPOBEfeHUs B BO3pacTe
16 ner nedppobuoncun. [Mpeanonoxurenshbit aartos: BTBM,
rmomepynoHedbput. [pu ceetosolt Mukpockonun obHapyxeH
MeslMTH ¢ ouarosoit ¢ukcauneit Cy-ppakunn komnnemeHTa Ha
[BM rpanynaproro xapaktepa. MNpu DM ¢ mopdometpueit 6o-
nee 50% [BM cpopMMpoBAHO HEMPABUILHO: OHU UCTOHYEHbI OT
50 no 150 Hm, TpexcnoiHocTb MeMbpaH He MpocnexuBaeTcs.
MmeeT MecTo ymepeHHoe HakonseHne MembpaHonogobHoro se-
LeCTBA CO CACBMBAHWEM OTAENbHbIX KanMmnspos. [logounts
SHOOTENUOLMTE OTEYHBI, BAKyonusupoBaHu. B npocserax kanun-
NSIPOB  3HAYUTENBHOE KOJIMYECTBO 3PUTPOLMTOB, B GONbLIKMHCTBE
KQNUANAPOB MMetoTca BUpyconofobHuie Tenbua. duartos: MeslMTH
B covetanun ¢ BTbM.

Takum 0BpA3OM, Y MANBYUKA, POXAEHHOTO MATEPbIO ¢ Hedpo-
NOTMYECKOI MATONOTMEN W TIKENOo npoTekaslweil GepemeHHoc-
TbIO, C BHELUHMMM U COMATUYECKMMM CTUTMOMM AW33MOpHOreHesa
oTMeYanach ClydYaiHo BhABIEHHas Mukporematypua. o 12 ner
MMKPOTEMATYpHS MMENA NEPCUCTUPYIOLLUMI U3ONIMPOBAHHBIM Xa-
paktep. Ha npotaxeHun sToro BpemeHn oTMedanuch NoBTOPHsie
06OCTPEHMS XPOHMYECKOTO TOH3UINIUTA, MABYUK Hepeako bonen
OCTPLIMM PECTIUPATOPHBIMU 3060MEBAHMSIMH, YTO, BOSMOXHO, CMO-
cobersosano passumio MeslMTH. nomepynoHedput manndec-
TMPOBAN MOABIIEHHEM NPOTEUHYPHH, MACTOZHOCTH TKAHEN, CKIOH-
HOCTM K MOBHILIEHWIO APTEPUANBHOMO AABNEHUS, M3MEHEHUSIMHU
napexx1mbl nodek, onpepensembimu npu Y3, MNpeapacnonarato-
WrM PAKTOPOM K PASBUTHIO oMepylioHedpHTA, MO-BUAMMOMY,
6bino Hanuune BTBM. MaunenTty HasHaveH sHan B gose 5 mr/cyr.
Yepes 6 Mecaues npu KOHTPonbHOM 0bcrefoBaHnn Genok B move
He onpefenancs, apTepuanbHoe AABIeHHe NPU OAHOKPATHBIX W3-
MEPEHHAX U CYTOYHOM MOHMTOPMPOBAHWUM B MPERENnaX HOPMBI.
lemaTypusi coxpaHanace.
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[ocne nposejeHus HE(PPOOUONICUH U YCTAHOBJICHUS
Juarnosa Tpoe gereit ¢ HC nosayvany jieuenue npegjHu-
30JIOHOM U UMMYHOCYIPECCUBHBIMU PENAPATAMU: IBOE
13 HUX JIEUMJIUCH TUKIO(OCPHAMUIOM, OIMH — ITUKIOC-
nopunoM A (I'ekcan). Bce gecars nanueHToB HOIydaIn
uHruoUTOPSI Al1D. [1pu IPOCHEKTUBHOM OOCIEOBAHUH:
uepes 6, 12 u 6osee MECSIICB Y BCEX JICTCH COXPAHATACH
MHKPOTEMATYPHS 1 MUKPOIPOTEUHYPHUSL JIBoe 13 10 00nb-
HBIX UMEJIN APTEPUATBHYIO THIEPTEH3UIO O€3 CHIKEHUS
CK® (97,2 £ 8 2 Mj1/MUH).

OO6cy:KIeHNEe U 3AKTIOUCHHE

CTO¥IKasA N30JIMPOBAHHASA TEMATYPHS BCTPEYAETCS, TTO
JIAHHBIM 31HIEMUOJIOTHUECKUX UCCIEA0BAHU, IPUOIHU-
3UTENBHO Y 2% jieteit [3]. 1lo muenuto P van Paassen et al.
(2004) [15], BTBM oTHOCHTCS K OHOMY U3 HAUOOJIEE PAC-
HIPOCTPAHEHHBIX 3100JIEBAHUI, TPOTEKAIOMINX C U30/IH-
POBAHHOM IICPCUCTUPYIOICH I'EMATYPUCH. I'eneTHIeCKue
UCCIIEAOBAHNA OOHAPYKUBAIOT Ipu BTBM MyTanuro re-
HOB COIL4A4/COLAA3 [12]. Tak Kak MyTallUs 3TUX KE Te-
HOB BO3MOKHA 1 IIpU CUH/IpoME AjibiiopTa (CA), 00JbITIoE
3HaueHue umeeT JMPPepPeHIUANbHbIN Juarno3 CA u
BTBM, XapaKkTepUsyoImuxcs PA3TUUHBIM IPOTHO30M [9).
M3BectHo, uTo couetanue CA ¢ JPyruMHU INIOMEPY/IAPHbL-
MU 3200JICBAHUAMU — UPE3BbIYANHASA PEAKOCTD. Cyle-
CTBYET MHEHHE, UTO HAIMYUE HOJIOKUTENBHON HUMMYHO-
(pmoopecueHy B KIyOOUKaX IpU HEPPOOUOICUH CTA-
BUT MO/ COMHEHME Hamuuue CA y Takux 60IbHBIX [10].

Coueranne BTBM ¢ apyrumu rjaoMepynonaTusMy,
0COOEHHO ¢ IgA-H, He saBisieTcst pekocToio [14]. [Ipume-
HsI (DEPMEHTOJIOTMUECKUE UCCIENOBAHUS B OUONTATAX
HOUYEUHON TKAHU Npu IgA-Hedponaruy, S.M. Jalalah et al.
(2002) [7] nokazanu, yTo UPOI(EPUPYIONIIE ME3AHTU-
AJIbHBIE KJIETKU BBI3BIBAIOT (DEPMEHTHYIO JErpajaliuio
I'bM, 3a cueT uero nocaeAHUE UCTOHUAIOTCSA. OJTHAKO XU-
MHYUECKAST CTPYKTYPA BPOKAEHHBIX TOHKUX 0A3aJIbHBIX
MeMOpaH 1 u3MeHeHHbIX 'BM npu 6onesnu bepixe pas-
JIMUHA.

B namem ucciegosanuu bTbM Obu1a oOHapyeHa B
19,2% ciryuaeB OMONCUI CPEAU 52 JETEHN, KOTOPBIM MOP-
(pobuonTHUECKOE UCCIETOBAHUE OCYILECTBIAIOCH B
2004-2005 1T. Y 3THX OOJNBHBIX HE ObUIO NPU3HAKOB CA:
HeE ObUIO CJIY4A€B IEMATYPUU U PAHHEN IIOUEYHOM HEJIO-
CTATOYHOCTH B CEMbE, HE ObUIO HEMPOCEHCOPHOH TYTO-
VYXOCTH ¥ BDOJKICHHBIX AHOMAJIUY 3PEHUS, HE BBIABIISUIOChH
pacuerienus v yromenus 'bM nipu DM 6uonrara. Op-
HAKO Y JIETEU HAPAAY C NEPCUCTUPYIOMEN TeMATYPUCH,
BBIABJICHHOM HEPEIKO HA 2-M U JAXKE IIEPBOM TO/Y KU 3-
HU, TIOSABJITACH U HAPACTAIA IPOTEUHYPUS, Y HEKOTOPBIX
passuBaica HC mim MOBBIIAIIOCH APTEPUATIBHOE JJABJIC-
HUE. DTU NPU3HAKKA 3ACTABJIIA IIPOBOAUTD ITOUCUHYIO
OMOIICHIO, TPU KOTOPOH B 9 cirywasx u3 10 (90%), kpome
BTBM, Boissiisuicsa MeslII'H. OueHb yacTo TpyaHO HAlTH
HPUUUHY PA3BUTHA INIOMEPYIONATHU. OJHAKO B TEX CIIy-
yasx, KOrjga y peOeHKa UMEETCS BPOXKAECHHAS HEITOJIHO-
1eHHOCTh 'BM B Busie BTBM, MOKHO ITperonarars, 4To
UMEHHO HENOJHOLEHHOCTb CTPYKTYPBI 0a3a/IbHBIX MEM-
OpaH ABJIACTCS OCHOBOM ISl JIOKAUIM3ALMYA HA HUX HM-
MYHHBIX KOMIUIEKCOB C PA3BUTHEM TJIOMEPYIOHEPPUTA.
Koneuno, Hy;KHO IOMHUTB U O TOM, 4TO cama BTBEM ne
BCEIIa JOOPOKAUECTBEHHA M MOXKET Y B3POCJIOTO UeIO-
BEKA IPUBECTU K PA3BUTHIO OUCUHOHN HEJAOCTATOUHOC-
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TH [4]. B T€X K€ CIyvanx, KOra yKe B JCTCKOM BO3PACTE
PAa3BUBAETCA IPU HAIMUUU BTEM nMMyHHAs rIIOMepyo-
1aThA, HECOMHEHHO, CJICAYET JyMaTh O €€ NPCAPACIONA-
FAIOIIEM 3HAUYCHUU IPU HACJOCHUH JPYTOU INIOMEPYJIO-
HATHM.

[lo-Bupmmomy, frae upu orcyrcrsun 5TBM neneco-
0OPA3HO UCIIOJIB30BATD CPEACTBA, IPEIATCTBYIOIUE IPO-
IPECCUPOBAHUIO TTIOMEPYIONATAMN. [l 3TOM 1IENn HAMU
UCIIOIb30BaHbl HTHIMOUTOPB! AlID, prueM BO BCEX CIIy-
YasxX B IPOCHEKTUBHOM HAOMIOJCHUU HE ObLIO YXY/ALIE-
HUS B TEUYCHUU 3200JIEBAHUI U NIPU3HAKOB CHUKEHUS
HOUYEUHBIX (DYHKIIUIL
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