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Kauruesvie crosa: membparonponugpepamusiviii enomepyonedpunm, gpubponexmunosan u Guipuriapnan ummymnomar-
1moUdHAA 2A0MEPYAORAIUY

Pesrome

MemGpaHoIpoArepaTUBHBIA T'AOMEPYAOHE(PPUT — TEPMUH, 00BEAMHAIOIIMI PAA TAOMEPYAOITATHIA,
CXOAHBIX ITI0 CBETOONITUYECKOI KAPTHHE, HO PA3AUYAIOIINUXCA ITO STHOAOTUH, TIATOr€HE3y, MMMYHOTHCTO-
XMMHUYECKHUM U YABTPACTPYKTYPHBIM AUATHOCTUYECKIM KpUTEpHAM. AaHHYI0 MOP(OAOTHIECKYI0 (popMy
MO>KHO PacCMATPUBATh KaK BeChbMa HEOAHOPOAHYIO IpyIry 3a0oAeBaHuii. B AaHHOII cTaThe IpeAcTaBAeH
KAMHHYECKUI cAyuaii AeBoukn 16 aet. AeGroT 3a60AeBaHMA B BO3pacTe 2,5 AT C MI30AMPOBAHHOIO MOYEBOTO
cuHApoMa (mporeunypus). C TPUHAAIIATHACTHETO BO3PAcTa HAOAFOAAAACh C AMATHO30M XPOHHYECKOTIO
MeMOpaHonpoAudepaTUBHBIN TAOMEPYAOHEPUT, YyCTAHOBACHHBIM IT0 AAHHBIM CBETOBOM MUKPOCKOIIHH.
OAHaKo 1TOBTOPHAA He(PPOOHOIICHA, IIPOBEACHHAA B HAIIIEH KAMHUKE C HCIIOAB30BAHHEM KOMIIAGKCHOTO
MOPQOAOrHYECKOr0 HCCAEAOBAHIA, II03BOAHAA BBIABUTH PEAKYIO THCTOAOTHYECKYIO (popMy — pubpoHeK-
TUHOBYIO FAOMEpyAOnaTHIO. I'AoMepyAomraTusa ¢ (prOPOHEKTHHOBBIME OTAOYKEHUAMU ABAAETCA PEAKHM
HACAEACTBEHHBIM 3200A€BAHIEM IOYEK, XAPAKTEPUIYIOIIMMCA OOIIMPHBIM OTAOXKEHUEM (prOpoHEeKTHHA
B KAy0OUKaX, 0COOEHHO B ME3aHIMAABHBIX 00AaCTAX U Cy0IHAOTEANAABHBIX 30HAX. OTHOCHTCA K Ipymie
TAOMEPYAOIIATUH € OpraHu3oBaHHbIMU (PpuOpuAAApHBIMU) Aento3uTamu. AudepeHnrasbHas AHATHO-
CTUKA IPOBOAUTCA MEXKAY (pUOPUAAAPHON M UIMMYHOTAKTOUAHOM TAOMEPYAOIIATHAME, AMHAOHAO30M.
CoueraHue AAHHBIX IACKTPOHHOI MHKPOCKOIIMH ¥ IMMYHOTHCTOXAMHYECKOI'0 HCCACAOBAHUSA II03BOAAET
YTOUHHTH XapaKTep IHOBPEKACHUA IIOYEUHOH TKaHU. Pa3paboTaHHBIX METOAOB Ae€ueHHA (PUOPOHEKTHU-
HOBOIi rAomepyAsonaTuu HetT. IIporaocTuueckn 60A€3HP M3BECTHA KAK MEAACHHO IPOTrPECCUPYIOIIA,
TIPUBOAAIIAA B GOABIITIHCTBE CAy4YaeB K IIOYEYHOI HEAOCTATOYHOCTH.
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Abstract

Membranoproliferative glomerulonephritis is a term that is used for a number of glomerulopathies,
which have similar light microscopy pictures, but differ in etiology, pathogenesis, immunohistochemical
and ultrastructural changes in the renal parenchyma. Here we present a clinical case of a 16-year-old
girl who had proteinuria when she 2.5 years old. She was diagnosed with chronic membranoproliferative
glomerulonephritis with light microscopy at the age of 13. However, with later nephrobiopsy performed
in our clinic with the use of a three-component morphological study allowed us to establish a rare histological
manifestation of the disease, fibronectin glomerulopathy. Glomerulopathy with fibronectin deposits is a
rare hereditary kidney disease, characterized by extensive deposition of fibronectin in the glomeruli,
especially in mesangial regions and subendothelial zones. Refers to the group of glomerulopathies with the
formation of microfibrils. Differential diagnosis between the fibrillary and immunotactoid glomerulopathies
is necessary. The combination of electron microscopy and immunohistochemical data makes it possible
to clarify the nature of the damage of renal tissue. So far, there are reliable methods for treatment of
fibronectin glomerulopathy. The disease was reported as slowly progressing, leading to kidney failure

in the most cases.
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BBeaenue

Membpano-mpoAudepaTHBHBIE TAOMEPYAOHEDPHT
(MIITH) — mopdoArorudgeckuii marrepH, 0ObeANHAIO-
INUH TPYIITY TAOMEPYAOIIATHI, HMEFOINX CXOAHYIO
MOP(OAOTHYECKYIO KAPTHHY IIPU CBETOBOW MHUKPOCKO-
IIHH, HO PA3AHYAIOIIIXCA 110 STHOAOTUH, I1ATOICHESY,
HMMYHOTHCTOXUMITICCKIM U YABTPACTPYKTYPHBIM U3Me-
HEHMAM [TOYEIHON IapeHxumMbL. AaHHyI0 MOopdoAormye-
CKyFO POPMY MOKHO PaCCMATPUBATH KAK BECHMA HEOAHO-
poAHYyIO rpyry 3a00AeBaHI. CPEAH ITATOICHETHYECKUX
MEXAHU3MOB BBIACASFOT HMMYHOKOMITACKCHBII BAPUAHT
passurTua MIII'H, koMIAeMeHT-3aBHCHMEL, OOYCAOB-
ACHHBIH AHOO AUCYHKIIIEH CHCTEMBI KOMIIAGMEHTA —
"GOAE3HP ITAOTHBIX ACIIO3HTOB", ANOO IPE3MEPHON aK-
TUBAIMEH CUCTEMBI KOMIIAeMeHTa, OAHAKO BBIACASIOT
TaKKE MMMYHOTAOOYAMH- 1 KOMIIACMCHT-HCTATHBHBII
MIII'H, atnoAorueil KOTOPOro ABAAETCA IIEPBUYHOE
nopakerne sHaoreanonntos (TMA, TTIL, A®C, cun-
APOM 3AOKAYECTBEHHOM THIICPTCH3HH, PAANAITIOHHBIE
HePHT, TAPAIIPOTEMHEMHHI U AP), C ITOCACAYIOITIEH pe-
napatuBHOI ¢asoii B popme nmpoandepaTuBHEIX 13-
MCHCHHH B KAYOOUKe. [ IpHi 9ACKTPOHHOMN MEKPOCKOINI
B OTHX CAY4YaAX HE BBIABAAIOTCA IACKTPOHHO-IIAOTHBIE
Aerro3uTer [1].

Kannnuecknii caygaii

B oraeaenne medpoasornu Poccuiickoit aerckoit
KAIHIYCCKOH OOABHHIIBI ITOCTYIIHAL ACBOUKA 16 AeT
C AMArHO30M XPOHHYECKHI rAOMEPYAOHEDPHT, MOPDO-
Aormgecku — memOpano-tpoandeparususbii. Co cAoB
POANTEAEH, HACAEACTBEHHOCTD 110 IIATOAOTHH ITOYEK
B CEMbE HE OTATOIICHA.

W3 amamuesa 3a60AeBAHMS U3BECTHO, UTO B 2,5 TOA2
IIEPEHECAA ABYXCTOPOHHIOIO ITHEBMOHHIO, ITOCAE YETO
B OOININX aHAAH32X MOYN IIEPUOAMYECKH CTAAd (DHKCH-
posarbcst MusnMarbas npotennypus (0,3-0,5 r/a). Ipn
IIAQHOBOM ODCAEAOBAHHE B Bo3pacte 13 Aer m3oAupo-
BaHHAs HpoTenHypust A0 1,5 r/cyr. ITo Mecty sureabcrsa

poBeAeHa He)POOMOIICHA C THCTOAOTHYECKIM HCCAE-
AoBaHIEeM HedPOOHOITATA, IO PE3YABTATAM KOTOPOIH
BBIABACH MEMOPaHONIPOAH(DEPATHBHBIH I'AOMEPYAO-
medpur. Ha ocrHoBanun ycranoBAeHHONH MOpdOAO-
rU9eckoi (popmMel rAoMepyAoHedpUTA ACBOUKE OBIAL
HA3HAYEHA MMMYHOCYIIPECCUBHAA TEPAIINSA: COYCTAHUE
CTEPOHAOB C ITUTOCTATHKAMHE (IIMKAOOCDAMUA); aHTH-
arperaHTHas, HeDPOIPOTEKTHBHAS X CHMITTOMATHYECKAS
teparmda. B aaapnedirem BcaeactBre HeaddEKTHBHO-
CTH ITPOBEACHHOTIO ACYCHHA B TEPAIIHIO OBIA AODABACH
mperapar MaiOpTHK (MUKOEHOAOBAS KICAOTA) B AO3€E
1260 mr/cyr. Oanako Ha pone prema Matidopruxa co-
XPaHAAACh aKTUBHOCTH OCHOBHOTO 3a00AEBAHISA 1 DoAee
TOTO, ACBOYKA KAAOBAAACH HA YXYAIIIEHHE OOINEro Co-
MaTHYECKOTO COCTOSHUA.

[Ipu moCTyIACHHI COCTOAHIE ACBOYKH PACIICHUBA-
AOCB KaK OTHOCHTEABHO YAOBAE€TBOPHTEABHOE, €€ POCT,
BEC, APTEPHAABHOE AABACHIE cOCTaBAAAU 158 cM, 44 kr,
140/90 MM pr.CT., COOTBETCTBEHHO, CYTOYHAS LIPOTEH-
aypus A0 811 mr/cyr, B 00mmx aHaAu3ax Mo4n HGEAOK
0,98-1,24 r/ A, nsmenenusie spuTpOLUTH 1-3 B 11/3p.
Takike A€BOUKE TIPOBEACHBI OOIIIHIT B OHOXHMITIECKII
AHAAHU3BI KPOBH, KOATYAOIPAMMA — ITOKA3ATEAH B ITPEAC-
Aax pedepecHbIX 3HAYECHHH, B IMMyHOIPAMME — YPO-
BeHb C3 u C4 KOMIIOHEHTOB KOMITAEMEHTA COCTABAAA
118 mr/an (N 79-152 mr/an) 1 25 mr/a (N 10-25 mr/an),
COOTBETCTBEHHO. B miporenHOrpamMme oTMedaAncy 1mo-
BBIIIICHHE 0,-TAOOYAnHA (14%) 1 rumoraMmmara00yAn-
memusd (10%). Vposerr CK® o dopmyae [lIsapra —
130 ma /v /1,73 M2, V3 modek — 6e3 MaTOAOTHTL.

AeBodUKe IIPOM3BEACHA ITOBTOPHAA ITYHKIIMOHHASA
HedPOOHOIICHSA C ITOCACAVIOIIUM MOPMOAOTHIECKIM
HCCACAOBAHHEM OHOITATA (CBETOBAA MHKPOCKOIIHA,
HMMMYHOTHCTOXMMHYECKOE HCCACAOBAHHUE, SACKTPOH-
Hasg MEKpockonus). [1o AAHHBIM CBETOBOIT MHKPOCKO-
I ¥ UMMYHOTHCTOXUMUH: B IIPEACAAX HCCACAOBAH-
HOTO MaTepHaAa KapTuHa AHD@Y3HOH AOOYAAPHOIM
FAOMepyAOHaTI/II/I C MAaCCHUBHBIMH ME3aHTHMAABHBIMU
u cyOdHAOTEAMAABHBIME (PYKCHHO(DUABHBIME ACIIO-
suramu. ViMmyHOMDAIOOpECIIEHTHOE HCCACAOBAHHE
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Puc. 1. Aannsre cBeroBoii (yBeanuenue 1:400) 1 3AeKTPOHHOM MUKPOCKOIIAN

A — KAYOOUKH BBIPA/KCHHO YBEAUYCHBI B PA3MEPAX, HMEIOT AOABYATBII BUA 32 CIET PE3KOIO PACIIHPEHIS
PAS-m03nTHBHOTO ME3aHTHAABHOTO MATPUKCA C MCHEE BEIPAKEHHON ME3AHIHAABHON IHITEPKACTOYIHOCTBIO.
CreHKH KAIMAAIPHEIX IIETEAb BRIPAKCHO YTOAIIEHDL. B — ripu okpacke Tpuxpomom 110 Maccony
B ME3AHTHHU I CYOIHAOTEAHAABHO OIIPEACASIOTCH KPYITHBIC (DYKCHHO(DIABHBIC ACTIO3HUTHL.

B — pubpuanbl, HECKOABKO CXOAHBIE ¢ aMHAOUAHBIME. YBeA. 75000.

T’ — suencras crpykrypa oraoxennit hudbpuaa. Veea. 18000,

Fig. 1. Light and electron microscopy data

A — glomeruli are markedly enlarged in size, have a lobate appearance due to a sharp expansion
of the PAS-positive mesangial matrix with less pronounced mesangial hypercellularity. The walls of the
capillary loops are thickened, without reliable two-contouring, PAS-positive. B — when coloring with Masson
trichrome in mesangium and subendothelial large fuchsinophilic deposits are determined.
C — fibrils, somewhat similar to amyloid. X75000. D — cell structure of fibril deposits. x18000.

nedpobuorrrara 6v140 HeratusubM (IgA, IgM, 1eG, C3,
Clq, Kappa, Lambda, Fibrinogen — orpuriareasno). O1-
MEYAFOTCA TAKEABIC HHCYAATUBHBIC H3MEHCHIA APTEPHOA
110 TUITY TUIIEPTOHIYECKOTO apTepHOAOTHaAnHo3a. [Tpn
3AEKTPOHHOH MHKPOCKOIIHHM B KAYOOUKAX ITapaMe3aH-
THAABHBIE 30HBI 3AITOAHEHBI MACCHBHBIMH ACITO3UTAMHU
AOBOABHO BEICOKOH 9AEKTPOHHOMN ITAOTHOCTH. Aero-
3UTBEI COCTOAT M3 KOPOTKHUX HPAMBIX (PHOPUAA, HA IIO-
IIEPEYHBIX CPE3aX OTUETAUBOTO IPOCBETACHHA B IICHTPE
(XapakTepHO AA MUKPOTPYOOUEK) HE IIPOCMATPUBAETCA,
KAK U OTYETAUBOH IIONIEPEUHON HCIEPUICHHOCTH. T0A-
mHa hudpuAA KoaebAeTca o1 8 A0 12 HM (Tpomeps
3ATPYAHCHBI B CBA3U C MAABIMH pasmepamu). Mukpodu-
OPHUAABI OOPA3YIOT PA3HOHAIIPABACHHBIE ITYIKH, B CBA3N
C YEM B HEKOTOPBIX MECTAX HA MAAOM YBEAUYEHHHI ACTIO-
3UTBI UIMEFOT fuenctyro cTpykrypy (puc. 1). ITo aanabIM
3ACKTPOHHOM MHKPOCKOIIMHU: KAPTUHA COOTBETCTBYET
TAOMEPYAOIIATHH C OPTaHU30BAHHBIMI ACIIO3UTAMH.
[To yABTPaCTPYKTYPHBIM IpU3HAKAM (DHOPUAAAPHBIE
OTAOKEHHA HAMOOAEE CXOAHBIMH C TAKOBBHIMH IIPH
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(puOPHUAASIPHOI/ IMMYHOTAKTOUAHON 1 (PUOPOHEKTH-
HOBOI1 HedpoaTHn.

Takum 06pa3oM, Ha OCHOBAHUH AAHHBIX CBETOBOM
MHKPOCKOIINH, HMMYHOTHCTOXUMHIYECKOTO HCCACAO-
BAHHA U SACKTPOHHOH MHKPOCKOIINH y ACBOYKH OBIAQ
npearoaoxena hudbporekTnHoBas Hedpomarus (co-
dyeTaHne A0OyAApHOIT HedpomaTnn, PAS-osutuBHOrO
ME3aHTHAABHOTO MATPHKCA, IMMYHOHCTATHBHASA HM-
MYHOTUCTOXUMHSA U HAAHYUE ACIIO3UTOB, COCTOAIIIX
u3 PUOPHAA IO AAHHBIM SACKTPOHHON MHKPOCKOIIHN).

Awuckyccus

B mpeacTaBAcHHOM cAyYae y MAMEHTKH ACOIOT
rAOMEPYAOHEPPHTA C H3OAMPOBAHHOM IIPOTEHHYPHI
OTMEYAACHA B BO3pACTE 2,5 ACT IIOCAE TIEPEHECEHHOM ABY-
croponneit mresMounn. Haarrare nndeximm kak Tpur-
repa MAM IPUYNHBI TAOMEpPYyAOHEMprTa HAOAFOAAETCH
AOCTATOYHO HYaCTO, OAHAKO CTOAB AATEHTHOE TCYCHUE
3a00AEBAHNA HE COBCEM YKAAABIBAAOCH B KAMHUYECKUE
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XapaKTEPUCTHKU HAMOIIATHYECKOTO H, TeM DoAee, I0-
cruadexnnonnoro Hedpura. boaee Toro, ooparman
Ha ceOA BHIMAHNE XaPaKTep MOYEBOTO CHHAPOMA, IIPO-
ABAATOITHICA B BUAC H30AHPOBAHHON IIPOTCHHYPHH,
ITO MOKET OBITH MAPKEPOM Y ACTEH HE TOABKO BOCIIA-
AGHHA, HO M AHCITAA3UH ITO4YeK. Tem He Menee, B TedcHme
10 AeT y AeBOUKH COXPAHAAACh M HOCHAA HAPACTAFOIITHIHA
XapakTep HPOTEHHYPHA, UTO U IIOCAYAKHAO IIOBOAOM AAS
IPOBEACHHA IIOAHOTO HE(DPOAOTHIECKOTO 0DCAEAOBA-
HIA, BRAFOYAFOIIIETO TAK/KE IPOBEACHHE HE(DPOOHOIICHIH
C THCTOAOTHYECKHM HCCACAOBAHNEM HepOOMOIITATA.
Ha ocHOBaHuM MOAYYEHHOTO 3aKAFOYEHUSA THCTOAOTH-
YECKOTO MCCAEGAOBAHUSA B BUAEC HAAMYUSA Y IAIINCHTKH
MeMOpaHOIIPOAH(DEPATUBHOTO TAOMEpPYAOHEDPUTA,
110 AAHHBIM CBETOBOH MHKPOCKOIIHH, OOABHOI OBIAQ
HA3HAYEHA UMMYHOCYIIPECCHBHAA TEPAIINA, KOTOPAS
okazaroch HeaddekTubHOM. boaee Toro, Ha done
IIpHEMA HIMMYHOCYIIPECCAHTOB OTMEYAAOCH YXYAIIIEHHE
OOIIIEr0 COMATUYECKOTO COCTOSHEA: ¥ ACBOUKM OTMETA-
AHCB CA2DOCTB, ITAOXOH aIlIeTHT, OBICTPOE YTOMACHHE.
[TosropHas HePOOUOIICHS C PACIIIPEHHBIM I'ICTOAO-
THYECKIM HCCACAOBAHUEM, BKATOUAIOIIIAA B CeOf, HAPAAY
CO CBETOBOM MUKPOCKOITHEH, IMMYHOTMCTOXUMITIECKYEO
M 9ACKTPOHHYIO MHKPOCKOIIIIO TIO3BOAHAO OOHAPYKUTH
HCTUHHYIO IIPHYINHY MOYEBOTO CUHAPOMA M OTKA32ThCA
OT UMMYHOCYIIPECCHBHIA TEPATIHH.

DUOPOHEKTHHOBAA TAOMEPYAOIIATHA — 9TO PEAKOE
3200AEBAHIE C HEAOCTATOYHO U3YIEHHBIMU 3THOAOTHEH
u maroreresoM (2, 3]. B 1980 r. Burgin M. u coasr. omu-
CAAN CEMEHHBII CAY9aii HeDPOIIATHHIIL, IIPOABAAFOIIIXCS
B 3DEAOM BO3PACTE IIPOTEUHYPHEH 1 FEMATYPHUEH CO CXOA-
HBIMH MOP(OAOTHIECKUMI N3MEHEHUAME XapaKTepPU3y-
FOIIINECHA CYOIHAOTEAHAABHBIM, TPAHCMEMOPAHHBIM 1 Me-
3AHIMAABHBIM OTAOKCHHEM (DHOPHAAAPHBIX CTPYKTYP,
BHAFMBIX C IIOMOIIIBIO 3ACKTPOHHON MUKPOCKOIIHH [4].
B mocaeayrortiem Strom E.H. 1 coasTopsr epecmoTpean
AQHHBIC ITOYECIHON THCTOAOTHH B CEMEHCTBE, OITMCAH-
Hyro Burgin i coaBT. B ME3aHTHAABHOM U CYOIHAOTEAH-
AABHOM IIPOCTPAHCTBAX OBIAM BHIACACHBI OAHOPOAHBIC
PAS-11oA0KHTEABHBIE OTAOKEHHSA, KOTOPHIE IIPOABASAL
CHABHYIO HIMMYHOPEAKTHBHOCTD K (puOponextuny [5].
DAEKTPOHHAA MUKPOCKOIIHSA U3 2 00PA3IOB ITOKA32Ad
KOHMAFOEHTHBIE YUaCTKH (DHOPUAA € AnameTpom ot 14
AO 16 HM BO BHYTPHMEIIIICYHEIX U CYOIIUTCANAABHBIX
obaacTax. D1u PUOPUAAAPHBIE OTAOKEHUSA HE COOTBET-
CTBOBAAN AMHUAOHAY, TAKAKE U HE OBIAO BBIABACHO OT-
AOKEHHA UMMYHOrAOOyAHHOB. Mazzucco G. 1 coasr.
OITHCAAN UTAABSAHCKYFO CEMBIO (MATh I AOYbB) C MEAAECHHO
IIPOTPECCUPYIONTHM HEPPOTHIECKUM CHHAPOMOM [6].
[Iporeunypus ObAa BIepBeIe OOHAPYAKEHA B BO3PACTE
25 u 11 aer, coorBercTBeHHO. [ ICTOAOTMUECKOE FICCAE-
AOBaHHI HePOOHOIITATOB 0OENX MAIHEHTOK OOHAPY-
KHAO CXOAHBIE TAOMEPYASIPHBIEC H3MEHEHHA, BKAIOTAS
3aMETHOE PACIIHPEHHIE ME3AHITHAABHOTO MATPHKCA, He-
peryAfpHoOe yToAIeHue 6a3aAbHON MEMOPAHbI 1 HAAN-
Yre ME3AHIUAABHBIX 1 CYO3HAOTEAHAABHBIX OTAOKEHHIH.
DAEKTPOHHAA MEKPOCKOITHSA BBIABHAA KPYIIHBIE TAOMEPY-
ASIPHBIE SAEKTPOHOIIAOTHBIE OTAOKEHHUSA, COACPIKAIIIIE
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12-am pubpuassr. B 1995 roay Assmann KJ ¢ coasr.
IIOKA3aAN HAAMIHE OOIIMHPHBIX OTAOMKEHUI B ME3AHT U
1 CyOSHAOTEAHAABHOM IIPOCTPAHCTBE C CHABHOH HMMYH-
HOW PEaKTUBHOCTBIO K (DHOPOHEKTHHY Y OTIA U CHIHA
¢ mporenHypuei (y OTHa IPOTENHYPUA U aPTEPHAAD-
Has TUIEPTOHNS ObIAN BbIBACHBI B 30-A€THEM BO3pacTe,
y coina nporennypud B 18 aer) [7]. Oun Haspaan 6o-
Ae3Hb "ceMeHBIM rAoMepyAOHeDpHTOM ¢ PHOPOHEK-
THHOBBIMHI OTAOKEHUAME' . BriocAeAcTBIM B AnTepatype
ITIOABHAYICH OITMCAHMA ApyFI/IX HOAO6HI:>IX C/\Y"IaeB B pa3—
HEBIX BO3PACTHBIX KaTeropusx — ot 3 Ao 88 aer. Niimi K.
U COABT. COOOIIHA O 3-A€THEM AIIOHCKOM MaAbYUKE
C MPOTEHHYPHEN, MUKPOT€MATYPHEN 1 THIIEPTOHHEH,
C COXPAHHOH IOYEYHOH (PYHKITHEH, C OTAOKECHUAMHI
ubponekruna 110 AaHHBIM Ouoricnu [8].

CoBpeMeHHBIE HCCACAOBAHUA AOKA3BIBAIOT, UTO
AQHHOE 3200AEBAHIE T€HETUIECKH-TETEPOTEHHOE C ay-
TOCOMHO-AOMHUHAHTHBIM THIIOM HACACAOBAHIS, OAHAKO
OIIMCAHBI TaKXKe criopaaumdeckue cay4dan [9]. B 1998 r.
Vollmer M. 1 coaBT. y aIieHTOB C TAOMEPYAOIIATHEH Ha-
OaroaaeMsIx Burgin i coaBT. 0OHAPYKUAL CBA3H C TEHOM
GFNDT1 pacnoaoxensoit B xpomocome 1g32 [10].
B 2008 roay Castelletti F. i coasr. obHapyxuAn cpasp
pudbponexruHoBOM raomepysonaruu ¢ resom FNT
Ha xpomocome 2q34. BriBACHHBIE MICCEHC-MYTAITIT
W1925R, L1974R u Y973C orBeuasn 3a obaactu du-
OPOHEKTHHA, KOTOPHIE UIPAIOT KAIOYEBYIO POAB B (u-
Opuarorenese u B3auMoAercTBan kKaeTok [11]. Taxknm
00pa3oM, B HACTOAIIEE BPEMs H3BECTHO HAAMYUE MyTa-
I[UH B ABYX I'€HAX C aYTOCOMHO-AOMHHAHTHBIM THUIIOM
IIePEeAAYN OTBETCTBCHHBIX 32 PasBUTHE (DUOPOHEKTHHO-
Boit HedpomnaTnn. OTATIHTEABHON 0OCOOEHHOCTD 9THX
ABYX MYTAIlHH ABASeTCA pasMep (DUOPOHEKTHHOBBIX
ubpuaa. V manuenros ¢ myranueit 8 reae GENDT
¢ubponerkunoBIe HUOPHAABL AOCTHTAIOT 16-18HM,
Toraa Kak mpu myraruu reae FINT pasmep dubpuan
me Ooace 12 mm.

DOuOPOHEKTHH — 5TO AATE3UBHBIIN, MHOTO(MDYHKITHO-
HAABHBIH BBICOKOMOACKYASPHBIN TAHKOIIPOTEHH, YIa-
CTBYIOIIHIA B PA3AMYHBIX (DH3MOAOIMYECKUX ITPOIIECCAX,
TAKHX KAK MUTPALIHA KACTOK, AATC3HS, PEIYAALINA KACTOY-
HOTO IHKA2 B AU DEPEHIIIPOBKA KACTOK, CBA3BIBAHIC
relaprHa, B3aUMOACHCTBIE KACTOK YePE3 MHTETPHHEL.
DyHKIIOHAABHBIC HCCACAOBAHUS ITOKA3AAN ITPH AAHHBIX
MyTAIHAX OOAEE HU3KOE CBA3BIBAHICE (DHOPOHEKTHHA
C ICIAPUHOM, JHAOTCAHAABHBIME KACTKAMIU U IIOAOIIH-
TAMH, 9TO IIPUBOAUT K HAPYIIICHUIO PEOPTAHUIAIINIO ITH-
TOCKEAETA S9HAOTEAHAABHBIX KAETOK H ITOAOLNTOB [12].

Kannngeckumu mpossaeHuaMu HHOPOHEKTHHOBOI
TAOMEPYAOIIATHH SABASFOTCA IIPOTENHYPHSA, MHKPOTEMa-
TypHS, APTCPUAABHAS THIICPTCHIHA U [IOYCIHAS HCAO-
CTATOYHOCTD, B PAAC CAYYACB C TEHACHIIUCH K OBICTPOMY
nporpeccuposannio [13]. ITo aarnbmM 3apyOeKHOI An-
TEPAaTypbl, BCTPEYACTCS ¥ B3POCABIX IAIIHEHTOB IIPH-
O6Au3uTEAPHO B 1% BCEX AMATHOCTHYECKUX OMOIICHIH
nouek. AndpdpepeHImaAbHbII ANATHO3 MACCHBHBIX (DH-
OPUAAAPHBIX OTAOKCHHUN CACAYET IIPOBOAUTD C AMU-
AOUAO30M, KPHOTAODYAHMHEMHEH, ITAPAIIPOTEHHEMHUCH,
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HabnioneHus 3 npaktku

HMMYHOTAKTOHAHOH raoMepyAorarueil 1 hbuOpuAAip-
HBIM rAoOMepyAoHedpuToM. OTpHIlaTeAbHAS OKPACKa
KOHro-KpacHEIM HCKAIOYAET AMHAOHMAO3, XAOTHUIHASA
opueHTarua (PHOPUAA U HETATUBHAA HMMYHOTHCTOXU-
Must HedppoOHOIITATa HE TUIINIHA AAS HIMMYHHOTAKTO-
HAHOM FAOMEPYAOLIATHH U KPHOTAO-OyAuHeMun |2, 14].

Ars GHOPOHEKTUHOBON IAOMEPYAOIIATUH HE Pas3-
pabOTaHBL CTAHAAPTHBIC IIPOTOKOABI CIEIU(PUICCKON
Teparun. B HacTosee Bpema MEAHKAMEHTO3HOE BO3-
ACHCTBHE HAIIEACHO HA PEHOIPOTEKIINIO U aHTHIIPOTE-
HHYPHYECKOE, AHTUTHIICPTEH3UBHOE Bo3AcHcTBuE [14].

[Tpornos AAHHOM IATOAOTHH TOYHO OIIPEACAHTH
HE IIPEACTABAACTCS BO3MOKHBIM B CBA3H C OTCYTCTBHEM
"HCTOPUUECKOTO KOHTPOAA" HMALMEHTOB C AAHHOM
[TATOAOTHCH.

B mamem cayuae maamaue huOpuAA pasmepom oT 8
AO 12 M, IpEAIIOAAraeT ayTOCOMHO-AOMUHAHTHYIO (DH-
OponexTrHOBYIO HepomaTuro ¢ MyTtareii B reae FINT.
OAHAKO MBI HE BBIIBUAU HACACACTBEHHYIO OTATOIIEH-
HOCTbB, ITO IIPEAITOAATAET AUOO HAAUYHE CIOPAAHU-
YECKOIO CAYYas, AHOO HEAOCTATOIHOE OOCACAOBAHIE
Y POAHTCACH.

3akaroueHue

Ha ceroamsmmmit Aeap MopdoAOrIaeckas xapakre-
PHCTHKA TAOMEPYAOIIATHI UMEET OYEHD BAXKHOE 3HAYE-
HUE, T.K. IMEHHO OHA UTPAET PEIIArOIIYIO POAD B OIIpe-
ACACHHH AAABHEHITICH TAKTHKN BeAcHUA. [ IpruBeAeHHBII
KAMHIYIECKHH CAyYail HAAFOCTPHPYET HEOOXOAMMOCTD
TPEXKOMIIOHEHTHOIO IIOAXOA2 K MOP(POAOTHIECKOMY
00CACAOBAHUIO (CBETOBAA MUKPOCKOIINA, UMMYHOIH-
CTOXHMHYECKOE HCCAEAOBAHHUE, IAEKTPOHHAS MUKPO-
CKOIIHSA), KOTOPBIH IIO3BOASIET AACKBATHO OLICHHTH IIa-
TOAOTHYCCKHI IIPOIIECC, IPOMCXOAAIIHIT B TKAHM ITOYCK,
HIPHHATD PEIICHHE O HEOOXOAUMOCTH HMMYHOCYIIPEC-
CUBHOII Teparuu. AaHHBIA CAy4Yail IIO3BOAACT CACAATH
BBIBOA, UTO ITOA MaCKOM MEMOpPaHOIIPOAN(EPATUBHOTO
TAOMEPYAOHE(MDPUTA MOKET CKPBIBATHCH PEAKAS TCHETH-
YECKH-ACTEPMUHIPOBAHHASL IIATOAOTHA C HEBOCIAAH-
TEABHBIM XAPAKTCPOM ITOBPEKACHHUSA, AAA PACIIO3HABA-
HUA KOTOPOH HEOOXOAMMO OOf32TEABHOE IIPOBEACHIE
aAekTpoHHOI Mukpockormu. Heobxoanmocts dpopmu-
POBAHUS Y KAUHUIIUCTOB-HE(PPOAOTOB "HACTpOEHHOCTH"
Ha 9TOT AMATHO3 OYEBUAHA, OCOOEHHO IIPH IEPBUYHOM
00CACAOBAHIN TAITHEHTA, ¥ KOTOPOIO IOPAKEHUE ITOUCK
AeOroTupyer ¢ HePOTUIECKIM CUHAPOMOM, COYETAIO-
IITUIMCA C TEMATYPUEH U IOYCYHOM HEAOCTATOUYHOCTBIO.
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