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PEDEPAT

dubpoHekTnHOBas rmomepynonatusa (PHI) — kpaiHe pegkas rnomMepynonaTnus ¢ ayToOCOMHO-A0OMUHAHTHLIM MexXaHn3-
MOM HacnenoBaHusa. OnucaHbl Takxke crnopaguyeckme cnydyam 3abonesaHus. B HacTosiLee BpeMs M3BECTHO O HECKOJIbKMX
Buaax mytauuii reHa FN1, nexalimx B oCHoBe KOHOPMAaLMOHHbIX U3MEHEHUN MoJieKy bl GUOPOHEKTMHA U NPUBOOSALLNX K
€ero OT/I0XeHU0 B TkaHu noykn. KnuHndeckme nposisneHns GHI moryT 6biTb o4eHb BapnabenbHbIMU, HO B 6ONbLUMHCTBE
C/ly4aeB xapakTepuaylTcs NPOTENHYPUEN, MUKPOCKOMNMUYECKOWN reMaTypuein, apTepuanbHON r’MNepTeEH3NEN N OJINTENBHO
nporpeccupytowert No4YeyHor HegoCcTaTo4yHOCTbio. OCHOBHOM METOAMKOWM, NMO3BONSIOWLEN AMArHOCTMPOBaTb 3abonesa-
Hue, aBnseTcs Mopdosiorieckoe nccnegoBaHue nodeqyHoro 6uontata. Mcrtonornyecku @HI xapakTepmnayeTtcs gofbya-
TOWN KNyOGOYKOBOW apXMTEKTOHUKOM C MEe3aHrMasbHbIM PacLUMpeEHNEM 1 0BnuTepaumnen KanunnspHblx NeTesb BCNeacTBme
HakonneHus auennonapHoro PAS-no3uTtmBHOro, Jones-HeratMBHoro martepuana. MiMmyHodnioopecueHums obblI4HO OT-
puuaTenbHas. 9NeKTPOHHAas MUKPOCKOMNMS MOKa3biBaeT MENKO3ePHUCTbIE Unn GUOPUNSPHbIE Me3aHrasnbHble N CyOaH-
[OTeNnanbHbIe 3N1EKTPOHHO-MIOTHBLIE OTNIOXEHUS. MNpun Bonee BbICOKUX yBEANYEHUAX GUOPUNILI UMEIOT anameTp 12—16 Hm
1 pacnpegeneHbl cnyydanHbiM o6pasomM. CTaHOapTHbIE MPOTOKObI 3TuonatoreHeTnyeckon tepanun GHIT B HacToswee
BpeMs He pa3paboTaHbl. Yiny4lleHne KIMHMYeCcKoro ctatyca v NporHo3a MoXeT ObiTb JOCTUTHYTO MNyTeM ONTUMU3ALMN KOH-
TPONS apTepmanbHOro AaBneHns 1 YPOBHS NPOTEVHYPUM NPU NCNONb30BaHUN 610KaTOPOB PEHUH-AHIMOTEH3UHOBOM CU-
cteMsbl. Puck peungmsupoBaHns OHI B noyeyHOM TpaHcnnaHTaTe ocTaeTcs HeonpeaeneHHbIM B CBA3U C PeaKoi BCTpe-
4aeMOoCTbto naTonornu. B HacTosLen cTatbe Mbl cOOBLLLAEM O cllydae HepPOTUYECKOrO CUHAPOMA Y 25-1E€THEr0 MY>XXUUNHbI,
BO3HUKLLEro Ha GOoHe nepeHeceHHon pecnupaTopHon nHdekumn. B GronTtate noyku 66111 0OHAPYXEHbI TUCTONOrMYeckmne
n3mMeHeHus, cneumbunyrble ana OHITI. feHeTnyeckuii aHanm3 He npoBoawuncs. OTCYTCTBME OTAMOLWEHHOro aHamMHesa
npegnonaraeT HaNM4YMe cnopagmn4eckoro ciy4as.

KniouyeBble cnoBa: HedpOTUYECKUIN CUHAPOM, 3NIEeKTPOHHAs MUKPOCKOMNuS, GnbpoHEKTUHOBAs rMoMepyJsionaTms, cnopa-
ONYeCKni cnyyan
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ABSTRACT

Fibronectin glomerulopathy (FNGP) is an extremely rare glomerulopathy with an autosomal dominant pattern of inheritance.
Sporadic cases of the disease are also described. Currently, several types of FN1 gene mutations are known that underlie
conformational changes in the fibronectin molecule and lead to its deposition in the renal tissue. The clinical manifestations
of FNGP may be very heterogeneous, but in most cases are characterized by proteinuria, microscopic hematuria, arterial
hypertension, andlong-term progressive renalfailure. Renal biopsyis the main method for diagnosing the disease. Histologically,
GFND is characterized by a lobular glomerular architecture with mesangial expansion and obliteration of capillary loops due to
the accumulation of an acellular, periodic acid—Schiff positive, silver Jones-negative material. Inmunofluorescence is usually
negative. Electron microscopy shows finely granular or fibrillary mesangial and subendothelial electron-dense deposits.
At higher magnifications, the fibrils have a diameter of 12-16 nm and are randomly arranged. Standard protocols for the
etiopathogenetic therapy of FNGP are not currently developed. Improvement of clinical status and prognosis can be achieved
by optimizing blood pressure and proteinuria control by renin—angiotensin—aldosterone system blockers. The recurrence risk
of FNGP after renal transplantation remains uncertain due to the rare prevalence of the pathology. In this article, we report
a 25-year-old man with nephrotic syndrome, which occurred after a previous upper respiratory tract infection. Histological
changes specific to FNGP were found in the kidney biopsy. Genetic analysis was not performed. The absence of a family history
of kidney disease suggests that this is a sporadic case of FNGP.
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BBEAEHUE

OUOPOHEKTHHOBAs IVIOMEPYJONaTusi — peJKoe,
TeHETUYECKH 00yCIIOBJIEHHOE 3a00JeBaHue, XapaKkTe-
pH3yloIIeecs MacCHBHBIM, HEKOHTPOJIUPYEMBIM Jie-
MMOHUPOBAHUEM MYJIETHMEPHOTO TIUKOIPOTEHHA (H-
OpOHEKTHHA B ME3aHTUATBHOM U CYyOIHIOTEINATHHOM
npocTpaHcTBe TkaHu nouku [1]. K nacrosemy Bpeme-
HH B JIUTepatype onucano He 6onee 100 cimyvaes 3to-
ro 3aboneBanust [2—5]. Oxomno 40 % narreHToB UMEIOT
MATOTCHHBIC MY TAIlUH, CBSI3aHHbBIE C TCHOM (PHOPOHEK-
TuHa (FN1). CerperalluOHHBINA aHAIN3 BHYTPU ceMei
YKa3bIBaeT Ha AayTOCOMHO-IOMUHAHTHBIM MaTTepH
HacJIeJ0BaHUs C BO3PACTHOI MeHeTpaHTHOCThIO. OT-
CYTCTBHE OTSTOIIEHHOTO HACJIEACTBEHHOIO aHaMHe3a
MPENIoNaraeT, YT0 y 3HAYUTEIBHOTO YKcia OOJIbHBIX
C TOATBEP>KIEHHBIM JHATHO30M TMATOJOTHSI MOXKET
HOCHUTH crnopaaundeckuii xapakrep [6—8]. Cumraer-
Csl, UYTO MyTaIlUd B TeMapUH-CBI3BIBAIOIINX JTOMEHAX
MOJICKYJIbl (PUOPOHEKTUHA TPUBOMAAT K HAPYIICHUIO
B3auMmopencTBuss FN—-FN u FN—KJeTka, TeM CaMbIM
CHIKasl paCTBOPUMOCTH €ro IUIa3MEHHOW (pakiuu ¢
MPEUMYIIECTBEHHBIM ICTTOHUPOBAHUEM B TKAHSX I10Y-
ku [7, 9]. ®HI'TI vare Bcero MmanudectTupyeT BO BTO-
POM—YETBEPTOM JIECATUIICTUU >KU3HU. THIMUYHBIMU
KIMHUYECKUMH CUMIITOMAMH SIBJISIIOTCS POTEUHY PHST
pa3HOil CTENEeHM BBIPAKEHHOCTH, MUKPOCKOTMYECKAS
remMatypusi U apTepuaibHasi TUIIEPTEH3US. bombImH-
CTBO MAI[MEHTOB UMEIOT HOPMAJIbHYIO (DYHKIIUIO I10-
YeK Ha MOMEHT MOCTaHOBKH JWarHo3a, 0ObIYHO Mpo-
TPECCUPYIOLIYIO 0 TEPMUHAIBHON CTa UM B TEUEHHE
15-20 net ot aedrora 3abonesanus [10].

VYuuThiBass ~ HecnmeUU(PUYHOCTH  KIMHHYECKON
KapTUHBI, a TAaKXKE OTCYTCTBHE XapaKTEpPHBIX J1abo-
pPaTOpHBIX ¥ HMHCTPYMEHTAIBHBIX MPU3HAKOB, €IUH-

CTBEHHBIM METOJIOM, TIO3BOJISIFOIIIAM  JIOCTOBEPHO
nuarHoctupoBarb OHITI, sBisiercss nyHKIMOHHAsS
Hedpoodmoricus. [laromopdomornyecku 3aboneBaHme
XapaKTepU3yeTcss MAacCHBHBIM OTJIOKEHHEM (GHuOpo-
HEKTHHA B ME3aHTHH ¥ BAOJIb CTEHOK KanmursipoB. Ha
VIBTPACTPYKTYPHOM YPOBHE OOBIYHO HAOIIOMAIOTCS
ANEKTPOHHO-TUIOTHBIE IETIO3UTHI, YaIlle B BUJIE MEJIKO-
3epHUCTHIX WK (PHOPHILUIAPHBIX CTPYKTYP CO CITydaii-
HBIM pacrojioxkeHneM (GpuoOprmnt TommuHoN 12—16 HM
[11]. HemamoBaKHBIM TaKXKe SIBIISIETCS TECHETHIECKOE
TectupoBanue. CriennUIeCKUX OOMIETIPUHATHIX Me-
tomoB Teparmu OHI'TI we paspaborano, mo3TomMy B
HACTOSIIEe BPEMsI JISYeHHE TAKUX OOJIbHBIX OTpaHuye-
HO KOHCEPBATUBHOW HEPPOMPOTEKINEH OTokaropamMu
PEHUH-aHTHOTCH3MHOBOM CUCTEMEI [ 12].

CpoeBpemennast nuarnoctuka OHITI smisercs
Ype3BBIYANHO BAXHON MPOOJIEMOii COBpEeMEHHON He-
(bponornn, OCOOCHHO TIPH OTCYTCTBHH CEMEHHOTO
aHaMHe3a, KIIMHIYECKOH HACTOPOKEHHOCTH, a TaKkKe
OTPaHMYEHHOTO JIOCTYNa K 3JEKTPOHHONW MHKPOCKO-
MTUM 1 METOAaM MOJIEKYIIPHO-TeHETHYECKOTO aHaIH-
3a. [IpencraBnenHoe KIMHWYECKOEe HAOMIONEHHUE, He-
COMHEHHO, OyJIeT TIOJIE3HBIM TPaKTHKYIOIINM Bpadam-
HedposoraM B KaueCTBE HAITOMUHAHWSA W TIOBBIIIICHUS
OCBEIIOMJICHHOCTH 00 3TOM PEIKOM 3a00JICBaHHH.

Knunuyeckuii cayyaid.

ITatwment I, myxuunna, 1994 rona poxxaeHus. bonb-
HBbIM cebs1 cunTaeT ¢ Hadana saBaps 2019 roxa, xorma
Ha (poHE TEepEeoXTaKICHUS CTall OTMEYaTh HaJIH4He
PEIKOTO CYXOTrO Kalllisi CO CKYAHBIM CITU3HCTBIM OT-
JeTsieMbIM, 03HOO, TTOBBIIIIEHUE TEMITEpaTyphl Teja 10
39,6 °C, macTo3HOCTh HIDKHAX KOHEYHOCTEH 10 YPOB-
HS CpemHel TpeTh oOemx TolieHei. B ¢Bs3m ¢ coxpa-
HSIOMIMMHUCS SBICHUSAMH OOIIeH MHTOKCHKAITUHA OBLT
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TOCTIUTAIM3UPOBAH B TEPANleBTHUECKUN CTaIloOHAp,
TJe TIPH JIOTIOJHUTEIHHOM PEHTTeHOIOTHYECKOM 00-
CJIeIOBaHUH TMArHOCTHPOBAHBI OCTPHIN OPOHXUT, Tpa-
BOCTOPOHHMI THOWHBIM BEPXHEUETIOCTHOM CHUHYCHT.
[Nomydan anTHOAKTEPHATBHYIO U CHMITTOMATHYECKYIO
Tepamnuio. JlaboparopHo B 001IIeM aHAIM3e MOYH 00pa-
I1aJ10 Ha ce0s BHUMaHUe HATMIHe MUKPOTEMaTypHH JI0
10-30 knerok nose 3peHus u nporennypun 3+. B kiu-
HUYECKOM aHAJIN3e KPOBH OTMEYAIOCh H30IMPOBAHHOE
yBemmaenne COD mo 30 mm/a. CyTouHas moTepst Oerka
¢ Mouoit coctasmia 11,1 r/cyt. Ha done coxpaneHHo-
TO TeMMa Juype3a YPOBHH KpeaTHHWHA, MOUEBHHBI 1
ANIEKTPOIIMTOB KPOBH HAaXOAWINCH B TIpenenax pede-
PEHCHBIX 3HaueHui. B cBsi3u ¢ HAIMYMEM MAacCUBHOM
MIPOTEUHYPUH HE(PPOTHUSCKOTO YPOBHS MAIUEHT OBIT
TIEPEBEJICH B CIIEIMAITM3UPOBAHHOE HE(PPOIOTHIECKOe
otnenenue. [lpu momomHUTENEHOM 00CITENOBaHUH B
OMOXMMUYECKOM aHaJIM3e KPOBH JIHArHOCTHPOBAHBI
runonporenHemus (49,8 1/1), THUNOATEOYMUHEMUS
(28,6 1/7), TrmepypukemMust (434 MKMOJIB/JT), THITEPXO-
nectepureMust (6,16 MMoin/m). Dnekrpodopes OeTKoB
KPOBH C WMMYHO(HKCAIEeH, CepoIornIeckre Map-
Kepbl Ha BUpYCHBIe Ternatutel B u C, cudumuc, BUY-
WH(EKINIO, CKPUHUHT ayTOMMMYHHBIX 3a00JeBaHHN
(AH®, AHIIA, AT x ac/IHK), a Takxke ornpeneneHue
TUTpa aHTUTEN K perientopaM (ocdonmumazsr A2 n3-
MEHEeHN He BBIABWIN. lIpm mccrmenoBaHUN CHCTEMBI
KOMITJIEMEHTa COJIEpYKaHHe OCHOBHBIX €TO KOMITOHEH-
toB (C3, C4, CH-50) 6su10 B HOpME. [IpHm »TOM ormpe-
JIENSIIOCh CHWDKEHHE (PYHKIIMOHANBHOW aKTHBHOCTU
Kaccudaeckoro myt 63,28 % (75—120) u moBbIieHne
aKTMBHOCTH anbrepHaruBHoro mytu 106,5% (40-90)
KomrieMeHTa. [Ipu ymeTpa3sByKOBOM 0OCIEIOBAaHUN
JMarHOCTUYECKN 3HAYMMBIX W3MEHEHHWH CO CTOPOHBI
MoYeK He orpeAessiock. [Ipn MoHuTOpHpOBaHNH ap-
TEpUATFHOTO JABJICHUS CPETHECYTOUYHBIE €ro MOKa3a-
termm coctaBmwmm 150/90 mm pr. ct. Kakne-mibo 3a60-
JIeBaHWS TTOYEK Y POICTBEHHHUKOB MAIIEHT TOCTOBEPHO
orpuriait. C 1eiplo YyTOYHeHNS TeHe3a MacCUBHOM TPo-
TeMHypUH ObIJIa BBITIONHEHA ITyHKIMOHHAS OMOTICHS
nmoukd. ['mcTojorndeckoe WCCIeOBaHWE Marepuala
Hedpodbmonicun mposereHo B OO0 «HanmoHabHbII
IEHTP KIMHUYICCKOH MOPQOIOTHIECKON THArHOCTH-
km», Cankt-IleTepOypr cremyrOmmuMH METOIAMHU:
1) cBeToonmTHYECKOE WCCIIEOBAaHHE, BBHIIIOJIHEHHOE C
WCTIONTh30BAaHUEM OKPACOK IeMaTOKCHIMHOM—303UHOM,
TpuXpoMoM 110 Maccony, PAS-peakiinu 1 uMIIperaa-
U cosiMu cepedpa 1o JDkoHcy; 2) uMMyHOMITFOO-
pECIIEHTHOE WCCIIEAOBAHNE, BBIOJTHEHHOE MPSIMBIM
METOJIOM Ha CBEKE3aMOPOXKEHHBIX Cpe3ax M IPOIy-
OMMpOBaHHOE Ha TIPEABAPUTEIHHO 00pabOTaHHBIX
MIPOHA301 TapaHOBBIX Cpe3aX, C HCTOIF30BaHIEM
FITC-xoHBIOTHPOBAaHHBIX aHTUTET K IMMYHOTTIOOYITH-
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Ham IgA, IgG, IgM, kommnonenTam komriemenTa C3 u
Clq, ¢ubpumnoreny, JlerkuM TiersiM kappa u lambda;
3) UMMYHOTUCTOXHMHYECKOE HCCIIIOBAaHKE, BBIION-
HEHHOE MMMYHOTIEPOKCHIa3HBIM METOOM, C MCTIONb-
30BaHMEM QHTUTEN K KOMITOHEHTY KomruiemeHnTa C4d,;
4) TpaHCMHICCHOHHOE ATEKTPOHHO-MUKPOCKOTTMIECKOE
WCCIIeTOBaHKE, BHITIOTHEHHOE Ha TTOMYTOHKUX Cpe3ax,
OKpAIIEHHBIX TOTYHIUHOBBIM CHHHM, U YIIBTPATOHKIX
cpe3ax, OKpalleHHBIX YpPaHWI-aIleTaTOM H IUTPaToOM
CBHHIIA, C KOHTPaCTUPOBaHNEM ocMueM. B Marepunare
He(pOOHMOTICHH TIPEICTABICHBI KOPKOBBI M MO3TO-
BOH ciom TKaHW Touky; 42 kmybouka (CM-26, MD-
4,9M-12). Csemosoe uccrnedosarivie BBIIBUIO PE3KOE
YBeIMUeHNE KITyOOUKOB, HX TOJBIATY0 apXUTEKTOHHKY,
crabyro Me3aHTHATFHYIO M SHIOKAMJUISIPHYIO THITEp-
KJIETOYHOCTh; Hakorienne PAS-mosurmBHOrO, Jones-
HETaTHBHOTO, SIPKO-(PYKCHHO(MIILHOTO TPH OKPACKe
Mo MaccoHy TOMOTEHHOTO Marepurana, ero mudgy3Hoe
DIOOYIISIpHOE JIEOHUPOBAHWE — B ME3aHTHAILHOM U
CYO9HIOTETHAIEHOM IPOCTPAHCTBAX KITyOOUKOB, (bo-
KaJbHOE CETMEHTapHOE JACTTOHUPOBaHNE — B CyO TIHTE-
JMaJIFHOM ITPOCTPAHCTBE KITyOOUKOB; MOHBIN (17 %) 1
OOIIMPHBIN BTOPUYHBINA cermeHTapHbIi (43 %) riome-
PYJIOCKIIEPO3 € BBIPAKEHHBIMHA WHCYTATHBHBIMH H3Me-
HEHWSIMHA. DTUTETNA KaHAIBIEB COXPAHHBIA. MuHHN-
MaJTbHas CTETIeHb BBIPAKEHHOCTH TyOYJIOMHTEPCTHITH-
anpHOTO (hrbpo3a (10%). Crenkn aprepron u aprepuit
He U3MeHEHBL. O0a uMMyHOpI0OpecyeHmHbIX uccie-
dosaniisl M Ha CBEXKE3aMOPOKECHHBIX, M Ha TapaduHO-
BBIX Cpe3ax He BBISBMIIN MO3UTHBHOW CIEIU(PIYIECKON
SKCITPECCUM, 32 UCKITFOUEHHUEM OYaroBOM BhIPAXKEHHOM
(+++) skcpeccnm kKoMmoHeHTa KomrureMeHTa C3 B
y4acTKaX WHCYIATUBHBIX W3MEHEHHH W BTOPHYHOTO
CETMEHTApHOTO TIIoMepyllockieposa. HMymyHozucmo-
Xumudeckoe uUcciledosaHue TIOKa3aio 3HAYUTEITHHYIO
(+++) skcmpeccnro KommoHeHTa Komruiementa C4d
B ydJacTKax WHCYNAaTUBHBIX W3MEHEHHH M BTOPHYHO-
TO CEerMEHTapHOTO IJIOMEPYJIOCKiepo3a. Pesynsrars
CBETOONTHYECKOTO, IMMYHO(]ITFOOPECIIEHTHOTO U FIM-
MYHOTHCTOXUMHYECKOTO HCCIIEAOBAHMI  TTO3BOJIVIIA
HCKITIOUUTh Tpymmry C3/C4-rmoMepysionaTuii U TpyTITy
moMepysonatuii ¢ MMMD-mo3uTUBHBIMU OpPraHU30BaH-
HBIMH JIETIO3UTaMH, B YaCTHOCTH, BKITIOYAIOIIYIO (H-
OpHIIAPHBINA TTIOMEPYITOHEPPUT, IMMYHOTAKTOHTHYTO
[IOMEPYIIOTaTHIO, TIIOMEPYIOHE(PPUT C MOHOKIIOHAITH-
HeiMH [gG-nmeno3uraMu, MOH- W MOHOKIIOHAJTHHBIN
KpHOTTIOOy IMHEMUYeCKH  ToMepynoHeppuT. o
PE3yaBTaTOB  ANEKTPOHHO-MHKPOCKOIIIYECKOTO — MC-
CITeIOBaHMsI OBUTO BBIHECEHO TPEIBAPHUTENHHOE THa-
THOCTHYECKOE 3aKJIIOUCHUE, a UMEHHO, «Tu(Qy3Has
HE-MMMYHOKOMITJIEKCHAS TJIOMEPYJIOTIaTHs C MacCHB-
HbIMH, W ®D-HEraTWBHBIME, ME3aHTHAJIBHBIMH, CY-
O9HIO- W CyOANUTEIHATHHBIMY, (HYKCHHO(DHUITHHBIME
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JIETIO3UTaMI».  YibmpacmpyknypHoe —uUcciedo8anue
MIPOJIEMOHCTPUPOBAJTIO COXPAHHYIO TJIOMEPYJISIPHYIO
0azanpHYI0 MEeMOpaHy paBHOMEpHOW TOIIMHBI (380—
400 HM), HOPMAJIEHOM AIIEKTPOHHOH INIOTHOCTH C YeT-
KAM HapyXKHbIM KOHTYPOM, C COXpPaHEHHBIMHU /amina
densa, lamina rarae interna et externa; 6e3 HapyIIeHAS
VABTPACTPYKTYpHL. BEISIBICHBI Me3aHTHAITLHBIE, CYOIH-
JI0- ¥ CyOSTIUTENNAIIFHBIE AETIO3UTHI C BBICOKOHM AJIeK-
TPOHHOU IJIOTHOCTBEO, TOMOIT€HHO-IPAHYJIIPHON YIIb-
TPaCTPYKTYPBI, XapaKTEPHOTO «a)KypHO-KPYKEBHOTO)
BUJIa 3a CUET MePETUIeTAIOIIXCS TIEUCTHIX IPOCBETIIe-
Huit. Ot™euaercst cyOToranpHoe (>90 %) pacruiacTei-
BaHME OTPOCTKOB BUCIIEPATBbHBIX AUTEIHAIBHBIX KJIe-
ToK (momortuToB). [lo pe3ymsraramMm cBETOONITHYECKOTO,
UMMYHO(ITIOOPECIIEHTHOTO, ~ MMMYHOTHCTOXUMHYE-
CKOTO ¥ AIIEKTPOHHO-MUKPOCKOIINYECKOTO UCCIIEA0Ba-
HU chopMyTHpOBaH CIETYIONMHA THCTONOTHYECKAN

TIMArHO3: (QUOPOHEKMUHOBAS 2/10MePYIONamust ¢ Me-
3AHSUANBHBIMUY, CYOIHOO- U CYOINUMETUATLHBIMU Oe-
nosumamu YuOPOHEKMUHA, ¢ HE3HAYUMENbHOU Me3aH-
2UANBHOU U FHOOKANUTISAAPHOL SUNEPKIIEMOYHOCIbIO,; C
nonuvim (17 %) u 06WUPpHLIM 8IMOPUYHBIM Ce2MeHmap-
HolM (43 %) 2nomepynockiepo3om, He3HauUmenIbHbiM
myo6ynounmepcmuyuanvcHoim  uopozom (10%), oes
apmepuono-apmepuoCcKieposd.

BBumy OTCyTCTBHS 3aperucTpHpOBAHHBIX IS
KJIMHUYECKOTO MIPUMEHEeHUsI Ha TeppuTopun PO Ha-
O6opoB aHTHTEN K (UOPOHEKTHHY, HE YHAAIOCh IPO-
BeCTH crnenu(puueckoe HWMMYHOTHCTOXHMHYECKOE
OKpalIBaHHe Jero3uToB. HecMoTps Ha 3T0, IO CO-
BOKYITHOCTH KJIMHHYECKOW KApTHUHBI U TUCTOJIOTHYE-
CKOTO 3aKJIFOUEHUS MaleHTy ObUT yCTaHOBIICH JHa-
rHO3 (pUOPOHEKTHHOBOW TIIOMEPYIOMATHH.

3a BpeMsi HaXOXKJEHHUS B CTAalMOHAape MalMeHT

et
A AR

’ 5
i ARG

PucyHok 1 (A-C). CBeToBast MMKPOCKONUS. A — pe3ko yBeMYeHHble KyOouKM C HE3HAYUTENbHON Me3aHranbHON 1 3HA0KaMNUAIIPHON
rMNepKIeTO4YHOCTbIO, Me3aHrManbHbIM 1 Cy63HA0TENMaNbHLIM AenoHpoBaHeM PAS-No3UTMBHONO roMOreHHoro matepuana. B — me-
3aHruanbHoe, cy6aHa0- 1 cybanuTennanbHoe AenoHpoBaHue Jones-HeraTMBHOro roMoreHHoro Matepuana. MimnperHaumsi consimm
cepebpa no xoHcy. C — me3aHrmnanbHoe, cy6aHao- 1 cybanutenmanbHoe AenoHnpoBaHue Spko-@PyKCUHOMPUILHOrO FOMOreHHOro
matepuana. Okpacka: A - PAS-peakuus; C — Tpuxpomom no Maccony. ¥YB.: A — 100; B, C - 200.

Figure 1 (A-C). Light microscopy. A) sharply enlarged glomeruli, with insignificant mesangial and endocapillary hypercellularity, with
mesangial and subendothelial deposition of PAS-positive homogeneous material. Periodic acid—Schiff stain; magnification x100. B)
Mesangial, subendo- and subepithelial deposition of Jones-negative homogeneous material. Jones silver stain; magnification x200.
C) Mesangial, subendo- and subepithelial deposition of bright-fuchsinophilic homogeneous material. Masson’s trichrome stain; mag-
nification x200.

PucyHok 2 (A-C). TpaHCMUCCMOHHAs 3NekTPOHHas Mukpockonus. CoxpaHHas rnomepynsipHas 6asanbHas memopaHa; anddysHoe
pacniacTbiBaHNe OTPOCTKOB BUCLLEPaSIbHbIX 3NUTENNANbHbBIX KNETOK; 3/1EKTPOHHO-MNOTHbIE AEN03UThl «aXypPHO-KPYXXEBHOIr0» BUAA.
A — Me3aHrnanbHble, cy6aHao0- 1 cybanutennanbHble A4eno3nTbl. B — me3aHrnanbHble eno3nTtbl. C — Me3aHrmanbHble 1 cybaHaoTe-
nuanbHble geno3uTsl. YB.: A - 5000; B, C — 10 000.

Figure 2 (A-C). Transmission electron microscopy. Preserved glomerular basement membrane; diffuse flattening of the visceral epithelial
cells processes; electron-dense deposits of the "lacy” type. A) Mesangial, subendo- and subepithelial deposits; magnification x5'000.
B) Mesangial deposits; magnification x10'000. C) Mesangial and subendothelial deposits; magnification x10 '000.
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Moy4an CleAyIollee JeYeHHe: IylIbC-Teparus Co-
aymeapoiaom 1000 mr Ne3 ¢ mocnenyromum mnepe-
XOIOM Ha TIEpOpANbHBIN TpPHEM IPEeTHU30JI0HA B
nmo3e 40 wmr/cyt, mo3apran 100 mr/cyT, omemnpa3zon
20 wmr/cyT, atopBactatuH 20 mr/cyT. [locie momyde-
HUS PE3yJIBTaToB MOP(OIOTHYECKOTO HMCCIECAOBAHNUS
Tepanus TIIOKOKOPTHKOWAAaMHU Oblia oTMeHeHa. [lpm
3TOM OTMEYaiach MOJOKUTEIbHAS TUHAMHUKA B BUJIE
CHIDKCHHUSI YPOBHSI MPOTEHHYpHH 10 4,5 T/CyT, HOp-
MaJIM3ally apTepruanbHoro aaBieHus. [lamuenTt Obut
BBINMCAH B YOBJIETBOPUTEIEHOM COCTOSTHHH TIOJ Ha-
Omromenre Hedpoora ¢ peKOMEHIAUIMH TIPOBEIe-
HUSl TEHETWYeCcKoro ucciemoBanus. [lpu mucranmm-
OHHOM MOHHTOpPHHTE Ha (OHE TONACPKUBAIOIIEH He-
(bporpoTeKTHBHON Teparuu Jio3apranoM 100 mr/cyt
Ha 1repron okTa0pss 2020 roma: MOYEBOW CHHAPOM
MPEJICTaBICH W30JUPOBAHHON MPOTEUHYPUEH U
TPaH3UTOPHON MUKpOreMaTypueu, CyTouHast moTeps
Oenka — 2,74 v/cyT, yMEpeHHasI THTIOATLOyMUHEMHUS,
BBIJIENTUTENTbHAS (DYHKITHS TTOYEK COXpaHEHa.

OBCY>XXAEHUE

DuOPOHEKTHUH — 3TO AATE3UBHBIN, MHOTO(DYHKIIHO-
HaJIbHBIN, BBICOKOMOJIEKYJIAPHBIN BHEKJICTOYHBIN [JTU-
KOTIPOTEWH, COCTOSIINN M3 JIBYX OIMHAKOBBIX CyObe-
nmuaAI pazMepom 220-250 k/la [13]. On npuaMMaeT
aKTHBHOE yYacTHe B TIpoIleccax KIETOYHOH MpOJIH-
(depannu, 3aKUBICHAN paH, (GaronuTo3e M arperariun
TpoMOOIIMTOB. B opranm3me denoBeka GUOPOHEKTHH
TIPEICTABIICH JBYMsI OCHOBHBIMH H30dopmamu |14,
15]. PactBopmMmas muasMeHHas (pakius B OCHOB-
HOM CeKpeTHpyercs remaronuTaMu. CBs3BIBAsCh C
perenTopaMy Ha TIOBEPXHOCTSAX KIIETOK, MPOMCXOIHT
KOH(OpMAITHS €ro MOJEKYIbI U3 chepruecKol B JIH-
HEelHy0 (hopMy, UTO CITOCOOCTBYET B3aNMOJICHCTBHIO
C IPYTUMHU MOJIEKyJIaMu (HHOPOHEKTHHA W 00pa3oBa-
HUIO BOJIOKOH. HepacTtBopmmas kiertodnas ¢opma B
MOYEYHBIX KITyOOUKaxX TPOLYIUPYETCs] Me3aHTHaib-
HBIMH KJIETKaMH, a B JPYTUX TKaHSIX — IJIABHBIM 00-
pazoM, pudpoodmactamu. DHOPOHEKTHH PUCYTCTBYET
B ME3aHTHAILHOM MAaTPUKCE HE TOJHKO HOPMaJbHBIX
KITyOOuKkoB. ET0 TIOBBIIIEHHYIO AKCIIPECCHIO0 MOYKHO
Takke OOHAPY)XUTh NMPH BOIYAHOUHOM HEPpUTE W
nmuabernaeckoit Hedpomatum [16, 17].

Briepeere @HI'TI ormicana M. Burgin u coaBTt. B
1980 romy [18]. IIpu 25meKTpOHHONH MHUKPOCKOIIHA TIO-
YeyHOTO OWomnTara aBTOPHI OOHAPYKUIIM CXOXKHE CY-
O9HIOTENMAIFHO W ME3aHTMalbHO PaCIIOJIOKEHHBIC
GUOPMIIIpHBIE  CTPYKTYPHI Y HECKONBKHUX UIICHOB
OJIHOM ceMbH ¢ MpOTeuHypuen u remarypueit. B 1995
roxy E. Strom u coaBT. yCTaHOBHIIM, YTO TaHHBIE JIETIO-
3UTHI IMEIOT BHICOKOTIOTHYIO OPTaHU3AITHIO C XaOTHY-
HO OPHEHTHPOBAHHBIMI (PHOPHILIAMH ITUPUHON 1216
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HM u JuimHoM 120-170 uMm. B To ke Bpemsi, Ipu UM-
MYHOTHCTOXHMHYECKOM HCCIIEIOBAHUH OTIPEessiiach
BBIpaXKEHHAs dKcTpeccus GuoOpoHekTrHa [2]. JlanHbie
HAXOJIKH JIETII B OCHOBY COBPEMEHHOH MaTroMopQoIro-
ruueckort nuarnoctukn OHITI [11]. K macrosmemy
BpEMEHH B OOIIEH CIOKHOCTH B JIUTEPAType OIMICAHO
He Oornee 100 KITMHMYECKUX CITy4aeB 3TOW PEIKON Ima-
tororuw [ 1, 3—5]. B Heckompkux paborax Oblna TIpoBe-
JIeHA TIOTNBITKA CUCTEMATH3aIlIHA UMETOIIINXCS JTAHHBIX,
KOTOpast TO3BOJIMIIA BBEISIBUTH HEKOTOPHIE OCOOEHHOCTH
atoro 3abonesanms [5, 10]. Heckonpko wame OHITI
BCTpedaeTcsl y My>kauH. Bo3pacT OOJIBHBIX MOKET KO-
n1e6aThCs B OYCHD MTMPOKOM JHara3one ot 3 1o 88 jer
[19, 20]. B 76 nabmonenwsix, obobmennsx M. Takii
W COABT., IPOTEHHYPHsI ObIJIa HANOOJIEE YaCTHIM CHM-
ntoMoM (92 %), ipudeM B 35 ciydasix OHa JOCTHra-
Ja HedpoTtudeckoro amamnaszona (>3,5 r/cyt) [10]. Ilo
naaabiM G. Cheng u coaBt. 33% mManieHToB UMEIOT
MHUKporemMarypuro. UyTs OOJbIlie 4eM y TTOJIOBUHEI pe-
THCTpHUpYETCs apTepranbHas rumeprensus [19]. Cre-
TIeHb HapyIICHUS (PYHKITAH TTOYeK Ha MOMEHT OMOTICHHT
MOXeET OBITh Pa3IUIHOM, a BpeMsl JOCTIDKSHHUS TePMHU-
HaJIbHOM CTaJMy MOYEYHON HEJOCTATOUHOCTU CHUIIBHO
BappupyeT Mex 1y uHauBuIaMu. Tem He menee, @HITI
paccmarprBaeTcsi OOIBITHHCTBOM MCCIIEI0BATENeH KakK
MEIJICHHO TIporpeccupytolree 3aboneBanne. CTOUT OT-
METHTh, YTO CTEMEeHb MPOTEHHYPUH TMOJOKHUTEIHHO
KOppemupyeT ¢ TeMIaM{ IMPOTPECCHPOBAHMS TTOYeH-
HOM HemocTaTouHoCTH [3].

B GompmmaCTBe onmcanubIX ciaydaes OHITI co-
o0maeTcs O KakoW-THOO HACIEeNCTBEHHOH OTSTo-
IIEHHOCTH. YCTaHOBJIEHO, YTO 3a00JeBaHUE HMEET
ayTOCOMHO-TOMHHAHTHBIM TIaTTePH HACIIEIOBAHNS.
Tpu rerepo3uroTHbie MUCCEHC-MyTaluu reHa FN/
B JOKyce 2q32, Komupyromero GuOpOHEKTHH, OBLTH
BriepBhIe BBIBICHBI Castelletti m coast. B 2008 romy
[7]. H.Ohtsubo u coaBT. BITIOCIEACTBHH HICHTHPHUIIH-
poBanu mecth MyTanuit FNI B 12 cembsix ¢ @HITI, u3
KOTOPBIX TISITH OBUTM HOBBIMH [6]. AKTHBHOE BHEIpE-
HUE B KIIMHNYECKYIO TPAKTUKY METO/IOB CEKBEHHPOBA-
HUS TTO3BOJIMIIO 32 TTOCIIETHUE HECKOIIBKO JIET BEISIBUTH
elIe JBe paHee He ONMMCaHHbBIC MyTaIwii [8, 9].

MexaHm3M KIyOOYKOBOTO OTIIOXKCHUS (PHOpPOHEK-
THHA W3y4YeH HemocrarouyHo. Hawmbomee BeposTHON
THITOTE30H SIBIsICTCS Ne(EeKTHBIA KIMPEHC METaylIo-
MIPOTENHA3 U aHOMaJTbHAsE KOH(OpMAIUS IIa3MEHHOTO
(hmOpOHEKTHHA, KOTOPBIH JCTIOHUPYETCS B TKAHAX W
BCTpanBaeTcs B GHOPHMIIBIPHBIA MaTpuke [2]. Momu-
¢durpys koH(opMaMio (GUOPHIUI, MyTaIliK B TCHE
FNI Taroke MOTYT TIPUBOIUTH K TUCOATIAHCY €ro HU30-
(hopm, 9TO MO3BOJIIET HHKOPITOPHPOBATH TUIA3MEHHBIN
(bMOpOHEKTHH B KIIyOOUKOBHIM  HE(PHOPMILIAPHBIIA
Marpukc [7]. Kpome Toro, QpuOpOHEKTHH, MPOIyIIH-
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PyeMBbIif B ME3aHTHH, TAKKe MOXKET YaCTUYHO BHOCHUTH
CBOW BKJIaA B (hOPMHUPOBAHWE NIETIO3UTOB. AHOMAITb-
HBII (PUOPHIIOTEHE3, B CBOIO OYEPETh, IE30PTaHNU3yeT
HOPMAJTbHYIO apXUTEKTOHUKY MTOJOITApHOTO Oapbepa
C TIOTEPEH ero 3apsimo- U pa3MepPOCEICKTUBHOCTH [9].

CTOUT OTMETHTH, YTO CPEIU BCEX MAIMEHTOB C
KJIMHUYECKU TONTBEPKJIeHHbIM auarnozom OHITI,
KOTOPBIM MPOBOINIOCH TEHETUYECKOE TECTUPOBAHHME,
MyTaIuu B TeHe FNI OblTH BBISIBICHBI UG B 40 %
ciaydaeB [6—8]. DTy TEOpHIO YaCTUIHO TOATBEPIKIa-
foT naaaeie M.Takii u coaBT., B pabote KOTOphIX 18
n3 75 60mpHBIX (24 %) HEe UMENH SIBHOTO CEMEHHOTO
aHaMHe3a 3aboneBannii mouek [10]. 3Tu dakTs garoT
OCHOBaHHS TOJlaraTh, YTO Yy 3HAYMTEIHHON YacTh
OOJBHBIX MTOOOHBIE TEHETHYECKNE aHOMAJIIH MOTYT
BO3HUKATh de novo. Kpome Toro0, Naske B cirydasx siB-
HOH HACIEACTBEHHOW OTATOLIEHHOCTH KIMHUYECKUE
CHUMIITOMBI 3a00JIeBaHHUS MOTYT CHIIFHO BaphbHpPOBATh
HE TOJIBKO B TpeJieNiax Pa3IMyHbIX BAPHAHTOB MyTa-
A, HO M TakKe B OMHOMN pomociioBHO#. H. Ohtsubo
M COaBT. OTMEYAJIH, YTO HEKOTOPHIE TAIIUEHTHI C MYy-
Tauueit /NI BooOI1e He UMEIM HUKAKUX CUMIITOMOB,
TakuM 00pa3oM, TpeAronaras, 4To TeHeTHYecKas
aHOMaJIMsI He 00s3aTelbHO BBI3BIBACT (DEHOTHUITHYE-
ckyto [6]. YUuThIBasg TaKylO Te€TEepPOTCHHOCTD, TeHe-
TUYECKOE TeCTHPOBAHUE SBISETCS ONPABIAHHBIM HE
TOJBKO C TOYKH 3PEHHSI YTOYHEHU ST HAJTMIUS My Tallni
y KOHKPETHOTO WHAMBHUIYMa, HO U C ITO3UINH BBISIB-
JICHWSI TIATOJIOTHH Y OECCHUMITTOMHBIX YJIEHOB CEMbH,
KOTOpBIE MOTYT OBITH TOABEPKEHBI PUCKY PA3BHTHUS
3a0051eBaHMs B O0JICE ITO3THEM BO3PACTE.

I'ucromornueckn @OHITI Ha cBeTOONTHYECKOM
YPOBHE XapaKTepu3yeTcs YBEIMUESHHBIMHU KITyOOUKa-
MU C 10JIBYATON apXUTEKTOHUKOM 1 MUHUMAJIbHOM -
MEPKIETOYHOCTHIO, ME3aHTHAIBHBIM PaCIINPEHUEM
u obnmuTepaneil KamuUIIpHBIX TETeNh BCIEACTBHE
HaKOTUICHUS  aleJUTIoNIIpHOTO  PAS-TIO3UTHBHOTO,
Jones-HeraruBHOTO Marepuana.

Oxpacka Konro kpacHpiM orpumarensHas. [lpu
HapYIIEHNH BBIIENUTENbHON (DYHKIIMHA TOYEK MOTYT
BCTpeUaThcss (UOPO3HBIC TyOYTTOMHTEPCTUIHATHHBIC
M COCYIHUCThIe M3MeHeHns. MMmyHodmoopeceHs
OOBIYHO OTpHIIATENbHAS, 32 HCKIIOUCHHEM CITydacB
HECTIeM(PUIECKOTO OKPAITUBAHUSA HMMMYHOTIIOO0YITH-
HOB, (PMOpUHOTEHA 1 KOMITIOHEHTOB KoMIieMeHTa. Mc-
Mob30BaHueM aHTU-FN aHTHTeN SBISIeTCS OMHUM U3
o0menpuHATEIX MeTomoB auarnocTukn OHITI. Drek-
TPOHHAS MHKPOCKONHS JAEMOHCTPHPYET MAaCCHBHBIC
Me3aHTHaJbHbIE W CYORHIOTEIHANTbHBIE JIEKTPOHHO-
TUTOTHBIE JIETIO3HUTHI, TPEUMYIIIECTBEHHO, aMOp(]HEIE, ¢
(hopMHpOBaHNEM a)KyPHOTO PHUCYHKA 32 CUET OU4aroBhIX
ckoruteHuit hmmamenToB 10-16 HM B muamerpe, ompe-
JIEIIIEMBIX TIPH OYeHb OONBIMX yBenmdeHusx [11].

OxonHuarenbHBI maronornyecknii amaraos DOHITI
TaKKe MOXET OBITh TOCTaBIICH TPH HCIOIH30BaHIN
JKUIKOCTHOW XpomMartorpaduu ¢ TaHIEMHOH Macc-
CIIEKTPOMETPUEH ITyTEM BBISIBJICHUS MOBBIIIIEHHOMN HKC-
npeccur  (UOPOHEKTHHA B TMOPAKEHHBIX KITyOO9Kax
[21].

HuddepennmaabHy0 JMATHOCTHKY CIIEIYET PO-
BOIUTh C HMMMYHOKOMILIEKC-aCCOIIMUPOBAHHBIMA
MeMOpaHompoaudepaTuBHBIMA  TJIOMepyioHeppu-
TaMH{, TIPH KOTOPBHIX TaKKe HEPEeIKO BCTpedaeTcs
JOJTBYATOE CTPOCHHUE KITyOOUKOB €O cIienn(raecKum
MMMYHO(ITIOOPECIIEHTHBIM OKpAIIMBaHUEM JIETIO3H-
ToB. Jlaneko 3amemnmas quaberndaeckas HedpomaTus
OTIIMYaeTCs HAIMYAEeM XapaKTepHBIX y3enkoB Kum-
MeJIbCcTHIa—BHabCcoHa ¢ YTOMIIEHHBIMA 0a3aTbHBIMA
MeMOpaHaMH KITyOOUKOB 0€3 MMMYHHOKOMITICKCHBIX
neno3utoB [11]. ®uOpUIIIPHEIH TAaTTepH B KITy0O0U-
KOBOM KOMITAPTMEHTE TpeOyeT UCKITIOYCHNS aMIIIOH-
no3a, GUOPIIIIAPHOW TIIOMEPYJIOMaTHH W UMMYHO-
TaKTOUTHOTO TIoMepyiaoHedpurta. Kommarendubdpo-
THYeCcKasi TIIOMEPYJIONaTHs, TaK)Ke H3BECTHas Kak
kosutareHoBas momepynomnarus Il Tuna, siBnsercs
PEIKUM pacCTPOMCTBOM, KOTOPOE XapaKTephu3yeTcs
MAacCHBHBIM HAKOIJICHMEM AaTHIHYHBIX KOJJIAreHO-
BBIX (UOPMIUT B ME3aHTHH WU CyOIHIOTEITHAIEHOM
npoctpanctse. [lupokuit quddepeHMaNbHbIN THa-
THO3 TIPOBOJUTCS ITyTEM HCITOE30BaHUS THCTOXMMH-
YeCKHUX OOIIMX W CEIEKTHBHBIX OKPACOK, MPEICTaB-
JICHHBIX B TaOIHIIE, U 00A3aTEITHHBIX HMMYHOQITIO0-
PECIEHTHOTO, UMMYHOTHCTOXHUMHUYECKOTO U yIbTpa-
CTPYKTYPHOTO METOIOB HCCenoBanus [22].

OddexruBabx MetomoB ieucans @HI'TI k HacTos-
IeMy BpeMEeHH He pa3paboTaHo. Y YUThIBast HEUMMYH-
HBI TIaTOTeHe3 3a00JIeBaHMs, TITIOKOKOPTHKOWIHAS
¥ MMMYHOCYTIPECCHBHASI TEpalusl y TaKUX OOJBHBIX
SIBIISIETCST HeonpaBaanHoi [23]. Ilpu panHe#t muarHo-
CTHKE YITydIlIeHHe KIMHIYECKOTO CTaTyca ¥ MPOrHO3a
MOXeT OBITh YaCTHYHO JOCTUTHYTO XOTS OBl IyTeM
ONITUMH3ALMH KOHTPOJISI apTepHaTbHOTO JTaBICHUS U
YPOBHSI TIPOTEMHYPUH TIPH HCTIOIB30BAHUU OJIOKATO-
POB PEHUH-aHTHOTCH3MHOBOW CUCTEMHI [ 12]. Prck pe-
uuauBupoBanusi ®HITI B nmoyeyHoM TpaHCIIaHTaTe
OCTaeTCsl HEOTPEIETIEHHBIM B CBSI3M C PEIIKON BCTpe-
4aeMOoCThI0 Tlarojorud. K HacTtosimemy BpeMeHH co-
0O0IIIEHO BCETO O ABYX MOMOOHBIX ciydasx [24, 25].

B mpencraBneHHOM Ham# HaONMIOACHWUM KITUHH-
Yeckasg KapTHHa B BUJE TPOTEHHYPUH HedpoTHUe-
CKOTO YpOBHS, MHKPOTEMAaTypHHd W apTepHaTLHON
THIEPTEH3UH B COBOKYITHOCTH C JAaHHBIMH THCTOJIO-
CMYECKOr0 HMCCIEIOBAHUSA, MpeacTaBieHHbIMU M D-
HETaTUBHBIMH, ME3aHTHAJILHBIMH, CyOdHIIO- M Cy03-
MUTENNATbHBIMA  (PYKCHHODUIFHBIMU  JIETIO3UTaMU
C BBICOKOH AJIEKTPOHHOM IJIOTHOCTBIO, TOMOT€HHO-
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Tabnuua / Table

OCc0GEeHHOCTN CBETOONTUYECKO U YIbTPACTPYKTYPHON KapTUHbI MPU NaToNIOrnsX,
COMPOBOXAAIOLUXCA A,EMNOHNPOBAaHMEM MACCUBHbIX GUOPUINAPHbIX OT/IOXEHWUIA.
ApantupoBaHo na S.Mandal n coasT. [21]

Light microscopy and ultrastructural features in glomerulopathy accompanied
by massive fibrillary deposition. Adapted from S.Mandal et al. [21]

MaTtonorus/rucronornyeckue | AMmnnongos dubpunnsapHas MmmyHoTakTomaHas | PnbpoHekTuHO- | KonnareHodunbpo-
XapakTepUCTUKn rnomepynonatua | rnomMmepysonaTus Basf rNOMEpPYJOo- | Tu4yeckas rnomepy-
naTus nonaTtus
TonwmHa dubpunn 8 Hm 16-24 Hm 30-50 HMm 12-16 Hm 45-60 HMm
OpwueHTaums Gubpunn lMpounsBonbHaga | MNapannenbHas MapannensHas [Mpown3BosibHas [Mpoun3BosibHag
KOHro KkpacHbIn MonoxutensHo | OTpuuaTensHo OTpuuatensHo OTpuuaTensbHO OTpuuaTensHo
Tpuxpom no Maccony OtpuuatensHo | OTpuuartensHo OTpuuyatensHo [MonoxuTenbHo OTpuuaTenbHo
LLIWK-peakumsa OTtpuuatensHo | MonoxuTtenbHo+++ | MonoxuTtenbHo +++ | NMonoxuntensHo++ | OTpuuaTensHo
MmnperHauuu conamn cepe- | OtpuuarensHo | OTpuuatensHo OTpuuatensHo OTpuuaTensHo OTpuuatensHo
6pa no >XoHcy

IPaHYJISIPHOW YIBTPACTPYKTYpPBI, C BBICOKOM BEpOSAT-
HOCTBIO HIpeAnonaraet Haauuue y nauuesta OHITIL
OTcyTCcTBHE HACIEACTBEHHOM OTATOIIEHHOCTH CBUJIE-
TEJIECTBYET O CIIOPAIUUECKOM XapaKTepe BOZHUKHOBE-
HUS TTaToNIOTHH. TpurrepoM, BeposiTHEE BCETO, MOCITY-
KMJIa TIepeHeCeHHass HakaHyHe WHQEKIHs BEPXHUX
JbIXarenbHbIX MyTeil. IIpoBelneHUE TI€HEeTHYECKOro
TECTHPOBAHMA, a TAaKKe MMMYHOTHCTOXHMHYECKOTO
OKpALUIMBAaHMsI ICTIO3UTOB C ITOMOIIbIO aHTU-FN aHTu-
TeJI, HECOMHEHHO, ObUIM Obl IIEHHBIM JIMAarHOCTHYE-
CKUM JIoTIOJTHeHHeM. JlucTaHIMoOHHOE HAOMIoeHne
3a MaIMeHTOM Ha MPOTshKeHuH 21 Mec mokasaso CHH-
’KEHHEe YPOBHS MPOTEHMHYPHUU Ha ()OHE MOHOTEpAITUH
so3apradom ¢ 11,1 10 2,74 r/cyT, oTCyTCTBHE HapyIiie-
HU BBIICIUTENBHON (QYHKIMHU MTOYEK.

SAKJIKOMEHUE

I'momepyssipHbIe 3a00NIeBaHKsT COCTABISIFOT MOYTH
4eTBepTh (22 %) 3THOIOTUYECKH ONpPEIEIeHHBIX CITy-
YaeB TEPMUHAJILHON TOYEYHON HEIOCTATOYHOCTU Yy
JIETeH, YTO COTMOCTaBMMO C JOJIeH HEYCTaHOBIEHHBIX
npuarH (21%). C Bo3pacToM 3TH MOKa3aTeau yBeH-
quBaroTCs, Bapbupys ot 11 % B Bo3pacte ot 0 10 4 et
1o 27 % B BozpacTHOi rpytme 18-21 roa. Y B3poCIbIX,
Kak 1 y JIeTeld, 3HaYnTeNbHast IOl TJIOMepYJIOnaTuid
TaKXKE OCTAeTCs 3THOJOTMYECKH HEW3BECTHON WiIN
HenpaBWIbHO KiaccuduimpoBanHoil. CoBpeMeHHbIC
METO/IbI MOP(OJIOrUIESCKOM TUArHOCTHKH, & TAKKE I10-
ClJIeIHAE TeHOMHBIE JIOCTHXKEHHS B 3TOH 00NIacTH MO-
I'YT ¥ JIOJIKHBI OBITh MCIIOJIb30BaHbI 1J1s1 Bepru(UKaLIUN
JIMarHO3a, BBIOOpA METONa JICUCHUS, MHUHUMHU3ALNU
TOKCHYHOCTH TPOBOIUMON Teparvu, HHPOPMHPOBA-
HUS O TIPOTHO3€ M PHCKE MOCTTPAHCIUIAHTAIIMOHHOTO
permarMBa WM ceMeHoro 3abosneBanms. OCOOCHHO
aKTyaJbHBIM 3TO SIBJSICTCS JJIS1 PEAKO BCTPEUAIOIIIHX-
ca naronoruii, Takux kak @HITI. B nHamem ciyvae
JIOJDKHAS KITMHUYECKasi HACTOPOKEHHOCTh MopdoJora
MO3BOJIMJIA HE TOJIBKO CBOEBPEMEHHO TIOCTaBHUTh Ipa-
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BIJIBHBIA JIMarHO3, HO M OTKAa3aThCsl OT JJIMTEIbHOU
MOTCHIMATBHO HEd(D(PEKTUBHON Teparuu KOPTHKO-
crepouiaMu. Henb3s HE OTMETHUTB, YTO MPOAOIIKA-
€T OCTaBaThCs CEPhE3HOHM MPOOIEMON JOCTYITHOCTD
TeHEeTHYECKOTO0 TECTUPOBAHMS HACJIEACTBEHHBIX 3a-
OosieBanuii. MHorue Mmopgosoruyeckue Jadoparo-
pUH Bce elle He MMEIOT BO3MOXKHOCTH IPOBEJICHUS
ANEKTPOHHO-MUKPOCKOIIMYECKOro uccienoanus. Ha
Tepputopur PO He perucTpupyroTCcs MHOTHE, HIUPO-
KO HCIIOJNB3YIONIHECs 38 PyOeKOM U MOJTBEpPANBIINEC
CBOIO 3P (PEKTHBHOCTH peareHThl CrenupuIecKux aH-
TUTEN JUI1 UMMYHOQIIIOOPECIIEHTHOTO U UMMYHOTH-
CTOXMMHUYECKOro aHanusa. llpeacraBineHHbI ciayyail
HaIMIAHO JIEMOHCTPHUPYET, 4TO 3a TUIHYHBIMHU IS
Hedpoora CUMITOMAMUA MOXET CKpPBIBAThCSl OYCHb
penkasi HacJeICTBEHHAs MMaToJIOT s, TUarHOCTHKA KO-
TOpoi TpebyeT KOMIUIEKCa CaMbIX COBPEMEHHBIX Me-
TOZIOB 00CIIeTOBAaHHS.
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