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Karueswie crosa:

Pesrome

Boae3ns Toukux 6azaapubix MmeMOpan (BTBM) 1 ayroCOMHO-AOMHHAHTHBIN CHHAPOM AAbmopra
(AACA) saBAAIOTCA HACAEACTBEHHBIMH 3200A€BAHHAMM IT0YEK, KOTOPHIE 00YCAOBACHBI CTPYKTYPHBIMHU
aHOMaAMAMH ®-3 U «-4 memnel KoarareHa 4 tuma. MI3HauaAbHO KOHIEIIUA ABYX OTA€ABHBIX COCTOAHUM
OBIAA TPEAAOIKEHA HA OCHOBAHUY IIPEATIOAATAEMBIX KAMHUKO-MOP(POAOTHYECKUX PASAMYHIL. Y GOABITIH-
crBa narueHToB ¢ BTBM ormeuarorcs reMaTypus ¢ He3HAYUTEABHOM IIPOTEeUHypHell uau 6e3 Hee, HOP-
MaAbHaA (PYHKIHA o4YeK U AU dy3HOE HCTOHUEHHE TAOMEPYAAPHOII 6a3aabHO MeMOpanbl (I'BM) npu
9AeKTPOHHOM MuKpockormuu. OaHako Bcrpedarorca nanueHTsl ¢ BTBM, y KOoTOpBIX BO B3pOCAOM BO3-
pacre pasBHUBaeTCA TEPMHUHAABHAA CTaAUA XpoHudeckoi 0oae3nu nmouek (1XbII). Hanporus, cuaapom
Asrsniopra (CA) onpeaeaseTcs Kak MPOrpecCUpyromas He(ppoIaTus, COMPOBOXKAAFOIIAACA ITOTEPEH CAyXa
¥ FAA3HBIMHA AaHOMAAMAMHE, C HEPABHOMEPHBIM yToAIeHneM u paccaoerneM I'BM. Tem e menee, y MHOruX
nanueHToB ¢ AACA oTCyTCTBYIOT 3KCTpapeHaAbHBIE MpoaBAeHNA, TXBII pasBuBaeTca TOABKO B II0’KHAOM
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U CTApPYeCKOM BO3pacCTe, a eAUHCTBeHHbIM u3MeHeHneM I'BM saBaserca eé ucronuenne. I'enernyeckue
nccaepoBanusa Aokasasu, uro u BTBM, u AACA 06GycA0OBACHBI reTepO3UTrOTHBIMY IIATOT€HHBIMH BaPH-
anramu B reaax COL443 u COL4A4. B cBA3u C yeM BO3ZHHKAIOT CAOJKHOCTH B Pa3TPAHUYCHUN ITHX ABYX
COCTOAHHII ¥ HAIIPAIIIUBAETCA BOIIPOC O HEOOXOAUMOCTH IIEPECMOTPA CTAPOM KOHIIEIIUU ABYX Pa3HBIX
3a00aeBanmii. Anarnocruxa CA umeer 60AbIIIOe 3HAYEHHE, IOCKOABKY CIIOCOOCTBYET TIATEABHOMY HAa0ArO-
ACHHUIO U paHHEMY ACUECHHIO ITALIUEHTOB, B TO BpeM:A Kak AuarHo3 BTBM morkeT IpuBOAUTH K HEAOOLIEHKE
pucka passurua TXBIL. Xora acoaroe Bpema AACA cunrascs KpaiHe peAKIM 3a00A€BAHHUEM, IIOCACAHIE
HCCACAOBAHUSA C UCITOAB30BAHHEM CEKBEHUPOBAHUA HOBOI'O IIOKOAECHHA IIPOAEMOHCTPUPOBAAH, UTO UHCAO
TAKHUX ITAIIHEHTOB IOPa3A0 GOABIIIE, YEM IPEAIIOAATAAOCH PAHEE, YTO IIPUBEAO K MHOTOUHCACHHBIM AMC-
KyCCHAM II0 IIOBOAY AMATHOCTUKU 3TOT0 COCTOAHMA. MBI IPUBOAMM 0030p MMEIOIIMXCA ITyOAMKAIIHIA,
nocsameHHbIx BTBM u AACA, i coGcTBeHHOE KAMHIYECKOe HaOAIOACHE, KOTOPOE AEMOHCTPUPYET
TPYAHOCTH, BO3HUKAIOIIUE IIPH AMATHOCTUKE ITATOAOIMH KOAAAreHa 4 Tura.

Abstract

Thin basement membrane disease (TBMD) and autosomal dominant Alport syndrome (ADAS) are
inherited renal diseases caused by structural abnormalities of -3 and «-4 chains of collagen type 4. The
concept that TBMD and ADAS are distinct conditions was initially proposed based on supposed clinical
and morphologic differences. Most patients with TBMD have hematuria with little or no proteinuria,
normal renal function, and diffuse thinning of the glomerular basement membrane (GBM) on electron
microscopy. However, there are patients with TBMD who develop end-stage chronic kidney disease (ESKD)
in adulthood. In contrast, Alport syndrome (AS) is defined as progressive nephropathy accompanied by
hearing loss and ocular abnormalities, with irregular thickening and lamellation of the GBM. However,
many patients with ADAS have no extrarenal manifestations, ESKD does not develop until old age, and
the only change in the GBM is thinning. Genetic studies have proven that both TBMD and ADAS are
caused by heterozygous pathogenic variants in the COL443 and COL4A4 genes. There are difficulties
in differentiating between these two conditions and the old concept of two different diseases should be
reconsidered. The diagnosis of AS is important because it facilitates close follow-up and early treatment
of patients, whereas the diagnosis of TBMD may lead to an underestimation of the risk of developing
ESKD. Although ADAS has long been considered an extremely rare condition, recent studies using next-
generation sequencing have demonstrated that the number of these patients is much larger than previously
thought, leading to much debate over the diagnosis of this condition. We present a review of available
publications on TBMD and ADAS and our clinical observation demonstrating the difficulties encountered
in diagnosing collagen type 4 pathology.
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variant

Beeaenue

Oxkoao 15 AeT Ha3aA OAHOMY U3 aBTOPOB 3TOIO 00-
30pa IOCYACTAUBUAOCDH ITPUCYTCTBOBATD HA ACKIIUH H3-
BectHOro (bpanmysckoro remernka Corinne Antignac,
HOCBAIIEHHOH MOAEKYAAPHO-TEHETUIECKUM OCHOBAM
IIATOAOTHH KOAAAreHa 4 THIIA, H 32AaTh BOIIPOC O TOM,
B 4€M C TeHETHYECKON TOUKN 3PEHNMS 3aKAFOIACTCA Pas3-
HUIA MEKAY OOAE3HBIO TOHKHX O43aABHEIX MEMOpaH
(BTBM) 1 ayrocOMHO-AOMUHAHTHBIM CHHAPOMOM AAB-
nopra (AACA). OTBeT AeKTOpPa C OAHOH CTOPOHBI YAH-
BHA, 2 C APYTOH 3aCTaBUA CepbE3HO 3aaymaThes. Corinne
Antignac 0OBACHUAQ, 9TO IIPH ITUX 3a00AEBAHIAX B Ie-
TEPO3UTOTHOM COCTOSTHUH BCTPEYAIOTCA OAHHU H TE Ke
narorennsle BapuanTsl B renax COL4A3- COLA4A4
1 OCTAETCA HEACHBIM IIOYEMY Y KAKOH-TO, IIyCTh HEDOAB-
ITTOH YaCTH 3THUX HAIIEHTOB, OOAE3HD IIPOIPECCHPYET
Ao TXDBII, a y GOABIIHHCTBA APYTHX B TEYCHHE BCEI
AKU3HN (DYHKIUA TTOUek ocTaéres coxpannoil. Caeayer
OTMETUTB, YTO TO OBIA IIEPHOA, KOTAA BO3MOKHOCTH
reHETUYECKON NACHTH(DUKAIINK ITATOAOTHH KOAAATEHA

4 Turra OBIAML OIPAHHYEHBI TPYAOEMKOCTBIO I AOPOTO-
BH3HOI CEKBEHUPOBAHHUA 110 MeTOAY CoHrepa, a Taxke
MAABIM YHCAOM AADOPATOPHUH, CIOCOOHBIX IIPOBOAUTD
TAKHE HCCACAOBAHUA. [ 109TOMY B TE TOABI TeHETHYECKOE
TECTUPOBAHUE HE IPUMEHAAOCH IIIUPOKO H BBIIOAHSA-
AOCH B OCHOBHOM TOABKO OTAEABHBIM, OTOOPaHHBIM
KOIOpTaM IIAIUEHTOB C CHHAPOMOM remartypun. Ilpn
3TOM Y OAHOTO IaItueHTa OBIAO HEBO3MOKHO CPa3y HC-
CACAOBATE DOABIIIOE KOAYIECTBO ICHOB U IIPUXOAHAOCE,
ONHPAACh HA KAMHHUYCECKYIO KAPTHHY U CEMCIHBII aHAM-
Hes, BRIOUPATH AAA M3YYEHHA OTAECABHBIE TeHBI. Bre-
ApEHHIE METOAOB CEKBCHHPOBAHUSA HOBOIO IIOKOACHHA,
ITO3BOAAFOIIIX OAHOBPEMEHHO aHAAU3ZHPOBATH OOAB-
roe KoAmdectBo re’oB, Bkarouans COILAA3, COIA4.A4
n COILA4A5, 3HAYNTEABHO YIIPOCTHAO U YACIIEBHAO
TeHETHYECKOE TECTUPOBAHNE, YTO AAAO BO3MOKHOCTD
B S9KOHOMUYECKH PA3BUTHIX CTPAHAX IIOBCEMECTHO IIPO-
BOAUTD 9TH HCCACAOBAHIS HE TOABKO Y MHOTUX OOAB-
HEBIX C IIEPCUCTUPYIOMIEH TAOMEPYAAPHOM IeMaTyPHUEL,
wo u y maruertos ¢ ®CI'C, mpu XbI1 medcHoro renesa
u MHOTEX ApPyrux [1]. AAf H3y9geHHs CTaAM AOCTYITHBI
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0a3Bl AAHHBIX, COAECPIKAIIIE PE3YABTATEL IIOAHOI Pac-
1 POBKU TEHOMOB THICAY AFOACH [2]. Be€ a0 mpuBeao
K U3MCHCHHIO IIPEACTABACHHI O PACIPOCTPAHEHHOCTH
I[IATOTCHHBIX BADHAHTOB aAb(a Ieriell KoAAareHa 4 Trira
KAK CPEAH ITAIINEHTOB, HAOAFOAABIIINXCA He(DPOAOTaMH,
TaK U B IonyAsuuu B rieAoM. Craao IOHATHO, 9TO IIa-
TOAOTHUA KOAAATEHA 4 THIIA ABAAETCA HALOOAEE PACIIPO-
CTPAHCHHBIM HACACACTBCHHBIM 3a00ACBAHUICM ITOYCK,
Aaike ODOAee PACIIPOCTPAHECHHBIM, YEM ayTOCOMHO- AO-
MHHAHTHAS [TOAUKICTO3HAdA Ooae3Hb rmovek [3]. Tem
He MeHee, OOIIUI MOACKYASPHBIN MEXAHU3M 9TOH 11aTO-
AOTHH I'€TEPOTEHHO ITPOABAAECTCA HA THCTOAOTITIECKOM
U KAHHHYECKOM VPOBHSAX, CO3AABAsA CAOXKHBIH HaOOP
PasAIYIHBIX (PEHOTUIIOB U CIIOCOOOB HACACAOBAHUSA, ITO
IIPUBOAUT K CEPBEZHBIM AUATHOCTUYECKUM TPYAHOCTAM.

Hcropuyeckue aceKTsl

B 1927 r. Alport AC coobmua o cembe ¢ HACACA-
CTBEHHOM HepPOIATHEN, IIPH KOTOPOIH reMaTypHs co-
IIPOBOKAAAACH PA3BUTUEM IIPOTCHHYPUN, APTEPUAAD-
HOH THUIEPTECH3NN, TEPMHHAABHON YPEMUH U TAYXOTHI
[4]. B AaapmetimmeMm TOAOOHBIE CAyIAH OBIAM OITHCAHEL
MHOTHMH aBTOPAMH, U IIOCAE cMepTH ApTypa AABIIOPTA
B 1961 r. oTa matoaorns Osraa HazBama ero mvereM (CA)
[5]. AoAroe BpeMst C4UTAAOCH, ITO 9TO 3a00ACBAHIE Ha-
CACAYETCA HCKAIOYUTEABHO TI0 X-CI[EIIACHHOMY THIIY,
IIOCKOABKY Y MYAYHH OHO IIPOTEKAAO B OOAEE THAKE-
Aot hopme. OaHaKO, BO BTopoii mososune 20-ro Beka
HEKOTOPBIE NCCACAOBATEAN OTMEYAAH CYINECTBOBAHIIE
CeMEHHON TeMaTypHH, IIPH KOTOPOH BBHIPAKECHHOCTb
KAMHIYECKHUX IIPOABACHUI OBIAA MATYE, HE 3aBUCEAL
OT II0A2 M 9aCTO DOAE3HD ITPOCAEKHBAAACH Y YACHOB
9THX CEMEH BO BCEX IIOKOACHHAX U BCTPEYAAUCH CAYIAN
nepeAaadn 3a00AEBAHNA OT OTIIA K CBIHY, YTO HCKAFO-
4ano X-CIelAeHHOe HacAeAoBaHne [60]. OcTaBaroch He-
ACHBIM CYIIIECTBYET AU CBA3b ME/KAY STHMH CEMEITHBIMU
rematypuamu? Copemennas sroxa usydenns CA, na-
garach B 1970-x roaax ¢ cooOrmeHnii 00 YHUKAABHBIX
VABTPACTPYKTYPHBIX H3MEHEHUAX B TAOMEPYAAPHBIX
6a3aABPHBIX MeMOpaHax Ipu 3ToM 3ab60AeBannn [7].
I pyHAAMEHTAABHBIC HADAIOACHHSA IIOAOKHAU Ha-
YAAO IIEAOMY KACKAAY HCCACAOBAHUI, KOTOPBIE IIPHBEAN
K HACHTH(UKAIIN KOAAATeHA 4 THIIA, KaK DEAKOBOIO
roxyca CA [8]. B 1990 r. paa aBropos ommcasn KAO-
unposanue reaa COL4.45 ma X-xpomocome u IepBsIe
ICHETUYECKH HACHTU(UIIPOBAHHBIC BAPUAHTHL B Ce-
MpAX ¢ X-crierrAeHHbM cuHApoMoM Aapriopra (XCCA)
[9, 10]. Bckope mocae 9TOro psiA HCCACAOBATEACH CO-
obmun o kaoruposarnu renos COLAAS u COLAA4,
HX AOKAAUBALHIIO B XPOMOCOME 2 U ITEPBBIX HACHTUDH-
LIIPOBAHHBIX BAPUAHTAX y HAI[HECHTOB C ayTOCOMHBIM
CA B ceMBAX C HACAEAYEMOIT reMaTypHELi, OPaZKaBIIIEH
B paBHOH crerenu 00a moaa [11-13]. Beé oo crroco0-
CTBOBAAO (DOPMHPOBAHHIO HOBBIX IIPEACTABACHHI
o CA, kak o boAee ITHPOKOI ITATOAOTUN KOAAATEHA
4-ro THIIA C BO3MOKHBIM BOBACUCHHEM B IIATOAOTHYC-
CKHIA ITpoIIecc AF000M 13 Tpéx aabda rerreit: o3, a4, o5.
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Broaors a0 Hagana XXI sexa CA cumrascs 3a00A€eBa-
HHEM, HE TIOAAAFOIINMCA ACICHHIO, 2 AUAAH3 U TPAHC-
IAQHTAIINA TOYKH OBIAM €AMHCTBEHHBIMH METOAAMH
TEPAIINHU IIPU Pa3BUTHH ITOYCIHOH HEAOCTATOYHOCTH.
Oamnaxko B 2003 r., B pabore Gross et al. [14] Gera0 110-
KA3aHO, YTO PAHHEE ACYCHNE PAMUIIPHAOM ITO3BOAAET
3HAYUTEABHO 3AMEAAUTH IIPOIPECCHPOBAHIE DOAEC3HI
HIOYEK M BABOE YBEAHIHTD IIPOAOAKHTEABHOCTD KI3HI
y TpancreHssix Mpirreit ¢ CA. [ToayaeHHbIe pe3yAbTaTHI,
a TaKKe Bce DOAee IITMPOKOE HCITOAB30BAHNIE HHINONTO-
pOB aHrHoTeH3HH-1IpeBparmarornero pepmenta (AI1D)
B KadecTBe HePOIPOTEKTHBHOM Teparun rnpu XbI1
PA3AMYHOI 3THOAOIHH CIOCOOCTBOBAAHM TOMY, YTO
muorue rmanueHTs ¢ CA CTaAH IIOAYYIATh ACUCHUE AQH-
HBIMH IIPEIAPATAMH, YTO ITO3BOAMAO IIPOBECTH PETPO-
CIIEKTUBHBIC ICCACAOBAHUA B EBPOIIEHCKIX 1 ATTOHCKIX
KOrOpTaxX HaIlUeHTOB. DTH paOOTH IPOACMOHCTPUPO-
BAAM PE3KOE YBEAMYEHHE BO3PACTA HAYAAA ITOUETHOM
HEAOCTATOYHOCTH Y IAIINEHTOB, IIOAYYABIIINX HHIHOH-
topsl AIl®, 110 cpaBHEHHIO C IAIMEHTAMH, HE ITOAYYaB-
My Takod tepanuu [15, 16]. Kak B mccaeaoBanmax
Ha ’KUBOTHBIX, TAK 1 HA ATOAAX OBIAO ITOKA32HO, ITO Ha-
qaro Aedernsa uaruonropavu AIIP na srarre 6oaesnu
AO CHITKEHUA (PYHKIIHH IIOYEK OKA3BIBACT HANOOABIIIEE
noAoxkuTeApHOE BAnAHme. HeaaBHee mpocrextiBHOE
HCCAEAOBAHHE, IIPOBEACHHOE CPEAR ACTEN C I'eHeTHYe-
cku HeOAaronpuaTHeiMu BapuaHTamu CA (ocHOBHASA
gacth marueHToB -XCCA y maapunkos u APCA Bre
3aBUCHMOCTH OT ITIOAQ) YCTAHOBUAO, YTO HA3HAYCHUE Te-
PAITHE PAMHIIPIAOM CPa3y IIOCAE ITOCTAHOBKH AUATHO32
OTAQAAET HAYAAO IIPOTEMHYPHH — CAMOTO PAHHETO IIPH-
3HAKa Iporpeccupyroniero 3aboaepanus movek [17].
DTH AOCTHIKEHHSA IIPUBEAH K ITOABACHHIO PEKOMEHAA-
1uii 1o Aedenuro CA ¢ HCITOAB30BAHIEM HHIHOHTOPOB
AII® mAm GAOKATOPOB PEIEITOPOB K AHTHOTECH3HHY
[18, 19]. B macrosImee Bpems, IPUHIMAS BO BHIMAHIC
TOT (PAKT, 9TO C IOMOIIIBIO CBOEBPEMEHHOTO TEPAIIEBTH-
YECKOTO BO3ACHCTBHA IIPOrPECCHPOBAHIE HeDPOIIATHH
pu CA MOMKHO 3HAYHTEABHO 3aMEAANTD, BOSHUKACT
HACTOSITEABHAA HEOOXOAHMOCTD B PAHHEI AHATHOCTHKE
CA. CAOKHOCTD 3AKAIOYAETCA B TOM, YTO OCHOBHOM
0COOEHHOCTBIO 3TOH IATOAOTHH fABAfeTCA (DEHOTH-
IIYECKAA I€TEPOreHHOCTD, IPUBOAAIIAA K IITHPOKOMY
CIIEKTPY BO3MOKHBIX PEHAABHBIX MCXOAOB M 3KCTPa-
PEHAABHBIX IIPOABACHHUH. DT T€TEPOICHHOCTh CTABUT
HEPEA MEAMITHHCKAM COODIIIECTBOM 33aAa9y CO3AAHMA
HOMEHKAQTYPEL, KOTOpas OyAeT 9(pPeKTUBHBIM PYKOBOA-
CTBOM AASl KAMHHIIICTOB PA3AUYHBIX CIEI[HAABHOCTEH,
MTAITIEHTOB M YACHOB uX cemed [20].

Boae3us Tonkux 6a3aspubix memopan (BTEM)

B 60-70-x roaax mpoImAoro Bexka OBIAO OIIFCAHO
HECKOABKO CeMel C M30AMPOBAHHON reMaTypuei mpu
coxpaHHOI novevnoi dyuknumn. ['emarypus ormeqa-
AACH Y YACHOB 3THX CEMEH B KAKAOM IIOKOAEHUHU BHE
3aBHCHMOCTH OT ITOAQ, 9TO IPEAITOAATAAO aYTOCOMHO-
AOMHHAHTHBIN THIT HACACAOBAHHA. DTU CAYIaU OBIAI
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HAa3BaHBI AOOPOKAYECTBEHHON CEMEHHON reMaTypHei
(ACT) [21]. B 1973 1. B cempsix ¢ ACI Ge1a0 oT™MEUCHO
ncroruenne I'bM 1pu 5AeKTPOHHON MHKPOCKOITHH
(OM) [22]. Hecmorps Ha 3asBACHHE aBTOPOB O TOM,
YTO 9TO COCTOAHHE MOMKHO CYNTATh AOOPOKAYECTBEH-
HBIM TOABKO IIOCAC AAUTEABHOIO HAOATOACHUSA, TEPMUH
"BTBM" A0 HEAaBHETO BPEMEHN 9ACTO UCIIOAB30BAACH
kak cuaornm TepmuHa "ACI™". Beao BblckasaHo MHe-
nue, 910 bTBM — pacupocrpaHeHHBIH HACAGACTBEH-
HBI HeDPUT, KOTOPEIM CTpasaeT He menee 1% mnace-
AeHud [23]. B KOHIIE IPOMIAOTO CTOAETUSA IIOSBUAUCDH
cooburerus 0 ToM, 9T0 cAygan bTBM y oTaeAbHBEIX
IIAITHECHTOB COIPOBOMKAAIOTCH BBIPAKCHHOMN IIPOTCH-
nypueit [24] u/uau passuruem 1XbBIT [25]. Heemorps
Ha 3TU OTACABHBIE ITYOAHKAITHH AOATOE BPEMS CYU-
TAAOCh, YTO IIPOTEUHYPUA U HOYedHAA AHC(HYHKIIUA
B 9THUX CAYYaiX MOTAH OBITH OOYCAOBACHBI HE CAMOM
BTBM, a Apyrumu cONyTCTBYIOIINMI M HACAAUBAIO-
mMECH (DAKTOPAMH, TAKIMHI KaK TAOMEPYAOHEPPHT
uAn aprepuabnas runeprensud. B 1994 r. Mochizuki
et al. ITOKA3aAM, 9TO, 3aTPATUBAIOIILE 002 AAACASL, TOMO-
3UTOTHBIC HAM KOMITAYHA T€TEPO3UTOTHBIE I1ATOTCHHBIE
sapuanTel B redax COLAAS uan COLAA4 BrisbBaroT
ayrocomuo-pereccuabiii CA (APCA) [26]. Beaea
3a o1um Lemmink et al. BetABrAn y marerrros ¢ BTbM
[IATOrCHHBIN FeTEPO3UTOTHBIN BAPHAHT TOABKO B OAHOM
aareae COLAA4 [27]. DTO IO3BOAHAO 3THM HCCACAO-
BareAnM 3asBuTh, 40 BTBM/ACI" Mmoxer mpeacTas-
AfTB coOoli cratyc Hocureabctsa APCA [27]. B 2015 1.
OBIAO OIIYOAHKOBAHO PETPOCIIEKTHBHOE HCCAEAOBAHIE
KOTOPTHI MAIIMEHTOB, IpoxuBaBInux Ha Kumpe, koto-
poe mokasaro, 4to y 6oapHbIx ¢ BTBM ¢ oaHOaAACAD-
HBIM ITaTOreHHBIM BapuanTom B reae COLAAS uan
B reae COL 414 B IOMKUAOM H CTAPIECKOM BO3pACTE
TXDBII passuBaeTcs 3HAYNTEABHO HAaIllE, YEM B CPEA-
HEM y AIOACH 5THX BO3PACTHEIX IPYIIII X COIIPOBOKAA-
ercst Mmopdororumaecknmu mpossacamamu PCIC [28].
I xotsl MHOTHE 3KCIIEPTHI OTMEYAIOT, ITO B ITOM HC-
CACAOBAHUH H3YIAAUCH TOABKO TOCIIUTAAUZHPOBAHHBIC
CAY9YAH, YTO MOTAO IIPUBECTH K CMEINEHUIO BEIOOPKH
B CTOPOHY H3HAYAABHO DOACC THKEABIX ITALIUCHTOB,
HHUKTO HE OCIIAPHBAET BBIBOA ABTOPOB O TOM, YTO IIO-
JedHbIi 11porxo3 y narentos ¢ BTBM ne obasareapro
ABAACTCH AOOpOKadecTBeHHBIM 1 uTO Tepmud "ACI™
ABAACTCA OIINOOYHBIM.

AyTOCOMHO-AOMHHAHTHBII CHHAPOM AABIIOPTA

(AACA)

B 1997 r. Jefferson et al. BriepBbIe TOATBEPAHAN Ha-
arrarre AACA, BosiBuB B cembe u3 Ceseproii Mpaanann
naToreHHE BapuanT B reae COIA4.43 B rerepos3nrot-
HOM cocrofAnuu [29]. V13 cemu 4A€HOB 3TOM CeMbH Y OA-
HOTO MY:KYUHEL B Bo3pacrte 35 aet pasBuaach TXDII,
COITPOBOKAABINAACA I'AYXOTOH. B Omonrarax modvek
YETHIPEX HMAIUEHTOB OBIAO OOHAPY/KEHO HCTOHYCHHE
u HepasHoMepHOe yroarnenue 'BM. B aro ke Bpems,
Lemmink. et al. coobmmunAn, 4T0 TETEPOUTOTHBIIN I1a-
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torexssri BapuanT B renax COL4A3 uau COL4A4 BbI-
spiBacT BTBM/ACI 1 9T0 HaTOreHHBII BADHAHT 9THX
7K€ TEHOB B TOMO3UTOTHOM MAU KOMIIAYHA T€TEPO3UTOT-
HOM coctostHun MoKeT BbI3biBath APCA [27]. Takmm
00pa3om, OBIAO YCTAHOBAEHO, YTO IATOIE€HHBIE BAPH-
AHTBI 9TUX ICHOB AAFOT CIICKTP (PEHOTUIIMIECKHUX IIPO-
asaernit — or BTBM/ACT, APCA u AACA [27, 29].
[Tocae mrepBoro coobrmenns Jefferson et al. mosBuAmCH
nyoAnkaruu o Apyrux cembax ¢ AACA, B ocHOBHOM
n3 Esporer [30]. OAHAKO, TOCKOABKY HE BCEM IAITUEH-
TAM IIPOBOAMAACH OHOIICHSA IIOYCK U Y DOABIINHCTBA
13 HUX HE OBIAO 9KCTPAPEHAABHBIX IIPOABACHMUIL, HEKO-
TOPBIC 9KCIIEPTHI 32AAAUCH BOIIPOCOM, IIPABOMOYHO AL
BCEM HOAOOHBIM ITarteHTaM cTaBuTh Amaraos AACA.
B 2016 roay Kamiyoshi et al. coobrman o renermde-
CKHX, KAUHHYECKUAX H IIaTOMOP(OAOIHYCCKHUX IIPU-
snakax AACA, aHaAn3upyd K TOMY BPEMEHH CaMyIO
OOABIITYIO KOropTy U3 72 marnenTos u3 16 cemeii [31].
CpeAHUIT BO3PACT BBIABACHHSA IIPOTCHHYPUH COCTABHA
17 aet,ay 13 % manmenToB B cpeaneM B Bozpacte 70 AeT
passuaack TXDBIT. [Toreps cAyxa u raasHbIe aHOMAAUH
Op1an otmedeHsl y 4% mannentoB. CTaA0 OYEBHAHO,
YTO AAKE Y IACHOB OAHOM CEMBH KAUHUYECKIE IIPOSB-
ACHHSA 3HAYUTEABHO PA3SAHYAAUCE, IIPH 9TOM ¥ KOTO-TO
passuBasach TXIIDB, a y Apyrux namenenus orpanudn-
BAAHCH TOABKO H30AHPOBAHHOHN MUKporemMarypuei [31].
B cBfi3m ¢ pocTOM AOCTYITHOCTH CEKBEHHPOBAHI HOBOTO
IIOKOACHHA B HACTOAIIIEE BPEMA KOAMYECTBO COOOIIIE-
uuit 00 AACA Gsictpo pacrer. Haprvep, Yamamura et
al. mposean renerndecknii anaaus 390 cemeii ¢ mo-
pospenneM Ha CA u mokaszaan, aro XCCA cocraBua
74 % cayaaes, APCA — 9%, a AACA — 17%, qro

3HAYHTEABHO BBIIIIE, YeM COODIMarOCh panee [32].

ITarorennsie BapuanTel renos COL4A3 nan
COL4A44 B reTepO3UTOTHOM COCTOSHUU —
HepeuéHHbIe IPO0AEMBI

[To-mpexaeMy MHOTO CIIOPOB PasBOPAYHBACTCA
IO ITIOBOAY TOTO, KAKOH AMATHO3 AOAJKCH YCTAHABAH-
BATHCS MAITICHTAM, ¥ KOTOPBIX IIATOICHHBIC BAPHAHTEL
B renax COLAA3- COLA4.A4 Bcrpedarorcs B rereposu-
rotHoM cocrosann [33-306]. ITpexae Bcero a10 cBA3aHO
¢ TeM, 9TO (DEHOTHUII B IIOAODHBIX CAYYaAX BapbUpPyET
OT OTCYTCTBHSA KAKHX-AMOO M3MCHCHHH B aHAAN3AX
MOYH, H30AUPOBaHHOU reMatTypuu A0 TXbBIT n kanHuM-
YECKHE IIPOSBACHISA MOTYT H3MEHATBCA C TCICHUEM Bpe-
MEHH B XYAIIIYIO CTOPOHY ¥ OAHOIO U TOTO 7K€ IAITNEHTA.
Bcé 310 co3paéT OnpeAcAEHHYIO IIYTAHUITY U ITPUBOAUT
B IIpoIiecce HADAFOACHHA 32 ITAITNEHTOM K BO3MOKHOIT
ITIOCTAHOBKE PA3HBIX, CMCHAIOIINX APYL APyra, Aua-
ro30B. [Tomumo ommcannsx panee "BTBM", "ACI™
n "AACA", HeKOTOpEBIE MAIINEHTHI KAACCH(DHITHPYIOTCA
kak «PCI'C u BTBM» nan paze OIIMOOYHO IPHHUMA-
rorca 3a "cemeranit PCI'C", koraa PCI'C BrIABASETCH
1pu MOPGOAOTIIECKOM HcCAeAOBaHuH. Kpome Toro,
HEKOTOPBIE aBTOPBI UCIIOAB3YIOT TEPMHH ''ayTOCOMHO-
AOMUHAHTHAA HePPOIATHA C TIOZAHUM HAYAAOM, AC-
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COLIMHMPOBAHHAS C CHHAPOMOM AAbropra’ man "ayro-
COMHO-AOMHHAHTHAA HePOIIATHA, ACCOIIMNPOBAHHAS
¢ maroAorueit koasarena 4 tuma" [37-39]. B csisu ¢ rew,
YTO KOAHYECTBO COOOIIECHHI O MAINEHTaX C IeTepo-
surotHbiME BapuanTamu B reHax COlL4A43-COLA4A4
CTPEMUTEABHO YBEAUYHBACTCH, BEAYTCA AUCKYCCHH
MEZKAY 9KCIIEPTAMH B OTHOINEHUH OOO3HAYECHHSA TOTO
cocrosuus [33-37]. B Hacrosiee Bpema MHOTHE HCCAE-
AoBareAn cumraror, 9to TepmuH "BTBM" He moaxo-
AUT AASI TIOAODHBIX ITAIIMEHTOB. DTO CBA3AHO C TEM, YTO
tepmus "BTBM" sBAsieTcs drcTo MOpOAOTHIECKHM,
OIINCATEABHBIM U IIOAPA3YMEBAET IIPEKPACHBIH OTAA-
AEHHBIH IIPOTHO3, IIOCKOABKY B TEUYCHUE AAHTEABHOIO
BPEMEHH OH HCIOAB3OBAACA KAK CHHOHHM TEPMHHA
"ACI™. OAHAKO ITOYEYHBI IPOTHO3 B 9TUX CAYYaAX
IIAOXO IIpeAcKasyeM. CACAYET TaKiKE OTMETHTD, 9TO MOP-
donrorngeckne m3smenenns I'bM 1o turry BTBM moryr
OTMEYATHCH Y MOAOABIX IIAIMEHTOB HA PAHHUX CTa-
Anax CA mpu AF0OOM BapHaHTE HACACAOBAHISA, BKAFO-
gag XCCA y myxunu u APCA y marmeHToB Aro60ro
[IOAQ U 94CTO OTMEYAOTCSH Y KEHIIIH C IATOICHHBIM
BapuanToM COL4.45 B reTepO3UroTHOM COCTOAHHUL.
[TosTOMy MHOTHE 5KCIIEPTHI HACTAMBAIOT HA TOM, YTO
npusepikeHHOCTb K TepMuny BTBM mosker npusoants
K HeAOOIleHKe prcka passutuda TXbBII, uto mpusoaut
K HEAOCTATOYHOMY HAOAFOACHIIO 33 STHMU ITAITHCHTAME
1 AWIIAET X BOSMOKHOCTH PAHHETO HA3HAYECHUA He-
poIIPOTEKTUBHOI TEPAITHHN, CIIOCOOHOH 3HAYHTEABHO
3AMEAAHTH IIporpeccupopanue 3aboAesanus [31, 36].
Awmarnoctuaecknit repmua AACA taxixke MHOrIMN
ocmapusacrcs [33, 34]. Cauraercs, 9T0 IOAOOHEIE ITAITH-
EHTBI HE COOTBETCTBYIOT KPUTEPHAM CUHAPOMAABHOCTH
13-32 PEAKOCTH 9KCTPAPEHAABHBIX IIPOSBACHHI 1 AHa-
rHO3 CA HOBEICHT TPEBOIY Y AIOACH, KOTOPBIC HA CAMOM
AeAe uMeroT Huskuit puck passurus TXbI1. Hedpo-
AOTH, BEICTYIIAFOIIINE IIPOTHUB UCIOAB30BAHISA TEPMUHA
AACA, HACTAUBAIOT HA TOM, YTO AUCYHKIIHA ITOYCK
¥ OTACABHBIX ITAIIMEHTOB MOKET OOBACHATHCA BTOPHYI-
HBIME (DAKTOPAMHE, TAKAMH KAK T€HBI-MOAH(DUKATOPBI,
BO3MO?KHO, TEHBI IIOAOIIITOB, IAU I€HbI AAMHHHIHA, BO3-
HUKIIIHE BCACACTBUC MY TALIAH de NOVO, HAK IIEPEAABLIIH-
ecl OT 3AOPOBOIO POAHTEAS, ¥ KOTOPOIO OHI HE NMEAH
[IATOTCHETHIECKOTO 3HAYCHUS B OTCYTCTBIM AHOMAANI
KOAAQreHa 4 THITA, AU HACAOUBIIIHECS APYIHe 3a00Ae-
BAHHA IIOYCK, HAU APYTHE IPHOOpeTEHHbIE (DAKTOPHI,
BKAFOYAS APTEPHAABHYIO THIICPTECH3HIO, CAXAPHBII ANa-
ber u omupenue [24, 40-43]. OaHAKO AO HACTOAIIETO
BPEMECHH BAHAHUE 9THX (DAKTOPOB HA MMAIIHCHTOB C I1a-
TOAOTHEH KOAAAr€HA 4 THIIA OCTACTCA HEAOCTATOYHO
H3YYEHHBIM. PAA 9KCIEPTOB TaKiKE OTMEYAET, YTO Tep-
muH AACA He cAeAyeT IPUMEHATH B OTHOIIEHUH TeTe-
POBUTOTHBIX HOCHTEACH IreHOB, mpuBoAdrinx k APCA,
IIOCKOABKY 3TO HE COOTBETCTBYET ITPAKTUKE IIPU APY-
I'UX HACACACTBEHHBIX 3a00ACBAHUAX, TAC AYTOCOMHO-
PELIECCUBHBIE 1 AYTOCOMHO-AOMHHAHTHBIE COCTOAHHA
ABAAFOTCA PA3AMIHBIMI HO30AOTHAMIL. B KadecTBe mpu-
Mepa IIOAODHON HECOBMECTHMOCTH IIPHBOAUTCA ayTO-
COMHO-AOMHHAHTHBII H 2yTOCOMHO-PEIECCUBHBII I10-
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Ankncros modek. C apyroit croponsr, AACA u APCA
OOYCAOBACHBI ITATOTEHHBIME BAPUAHTAMI OAHUX U TEX
K€ T€HOB M HE SBASIOTCH TTOAHOCTHIO HE3ABUCUMBIMU
3aboAeanmAMu. MHBIMI cAOBaMu, ecArr 0062 POAHTEAS
HMEFOT T€TEPO3NUTOTHBIE IIATOTEHHBIE BAPHAHTHI B I'€HE
COLA4A3 uan B reue COL4.A4, TO y HEKOTOPBIX U3 UX
Aeteit moxker passurbed APCA, 1 B OAHEX 1 Tex iKe
cempsx MoryT ObrTh manmerTtsl H ¢ AACA, n ¢ APCA.
Ortu B3anmoorromenus MekAy AACA u APCA sBas-
FOTCSA VHUKAABHBIMH B OTAUYAIOTCA OT APYIHX MOHO-
TCHHBIX [IATOAOTHH, IIPU KOTOPBIX, KAK IIPABUAO, HO-
CHTEABCTBO ayTOCOMHO-PEIIECCUBHBIX 3a00AECBAHIIH
HE AHATHOCTHPYETCHA KAK ayTOCOMHO-AOMUHAHTHOC
3aboAeBanue. Hedpoaoru, BeicTynaromue IpoTUs
npumvenenns Tepmuaa AACA, 3aBASFOT, ITO IPEKAE,
9eM BBOAHTH HOBYIO TEPMUHOAOIUIO, BMECTO CTAPOIO
tepmuHa BTBM, eaaTeAbHO AOKAQTHCA IIOAHOTO T10-
HUMAHHSA (DAKTOPOB, OIPEACASIOIINX IIOYEUHbIN IIPO-
THO3 y 3TOH Kateropuu maruenTos 33, 34]. Caeayer
OTMETHUTb, YTO TPYIIIIA IKCIIEPTOB HEAABHO ITPEAAOIKIAA
HOBYIO KAaccudukannio CA o 3aMBHAQ, 9TO AUIIA C Te-
TEPO3UTOTHBIMH IIATOTCHHBIMU BAPHAHTAMH B I€HAX
COIAA3-COI4A4 ponxus 66116 oTHECEHB K AACA,
BKAIOYAs IIAIIHECHTOB, KOTOPBIM paHee OBIA IIOCTABACH
Anaraos BTBM/ACT' [36]. BoAbIIHHCTBY IPAaKTHKYEO-
X He)POAOTOB TPYAHO IIPHHAT CAOKUBIIIYIOCS CH-
TYAIHIoO C AMATHOCTHKOM 9TOr0 cocrosuus. Hampumep,
HMEFOTCA HMAIIMEHTEl, KOTOPHIM B MOAOAOM BO3pacTe
ycranaBanbaerca Auaranos bTBM, Ho mocae Toro, xax
B DOAEE IIO3AHEM BO3PACTE BBIABAACTCA IIPOTEHHYPHA
U IIPOIPECCUPYIOLIICE TCICHIE 3a00ACBAHISA, 9TOT AHA-
ruo3 samenderca Ha AACA. B rakux caydasx TpyAHO
OIIpeACANTS, KorAa y narmenta BTBM, a koraa AACA.
[Toaromy COBEPIIIEHHO OYEBHAHA HEOOXOAUMOCTH
HPHHATHSA MEKAYHAPOAHOIO KOHCEHCYCA 110 3TOMY
BOIIPOCY.

Kaunuueckoe HaOArOACHHE

V moaopoit xermuasl 2001 r. pomaeHIs MEKPO-
reMaTypHsA BIIEPBHIE OBIAA BBIABACHA B BO3pAcTe 4-X AeT
na poue OPBU. B mocaeayrorem remarypus mepcu-
CTHPOBAAQ, OTMEYAAACH BO BCEX AHAAM3AX MOYH M Ba-
ppuposasa ot 30-40 pco 50-70 spurponnrtos B moae
sperms. [Ipm aToM B A€TCKOM BO3pacTe IPOTEHHYPUH
HE OTMEYAAOCH, OTCYTCTBOBAAA APTEPUAABHAA THITEP-
tersud 1 CK® ocraBasach B mpeaeaax nopmel. Orerr
IAIIIEHTKN B ACTCKOM H FOHOIIIECKOM BO3pPacTe HaOAFO-
AQACHl B CBA3H C YITOPHOI MUKPOTIEMATypHEH, CTEIICHb
KOTOPOM OBIAA HE3HAYUTEABHON M OOBIYHO HE IIpe-
sprmrasa 10-15 sputpornuTos B moAe sperms. Y oTma
HE OTMEYAAOCH IIPOTEHHYPHH, APTEPHAABHOE AABACHIIE
U IIOYeuHbIe (DYHKIHN OCTABAANCH HOpMaAbHBIMI. Ero
reMaTypus ObIAA IIPU3HAHA AOOPOKAYECTBEHHOM, M OH
IIEPECTAA BO B3POCAOM BO3PACTE HAOAIOAATHCA Y Bpa-
geit. B 2014 1. B cBA3H C ceMeltHBIM XapaKTepOM Iema-
TYPHH IAIIEHTKE U €€ OTIy METOAOM CCKBEHUPOBAHUA
HOBOTO ITOKOACHHSA OBIAO BBIITOAHEHO HCCAEAOBAHHE
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reaoB COILAA3, COLAA4 nu COLAAS5, BoisBuBIIICE
y Hux oboux B reae COLA4A3 B reTepO3UTOTHOM CO-
CTOSIHHM BAPUAHT HYKACOTHAHOM ITOCACAOBATEABHOCTH
¢.1495 G>A, npuBOAAIIIIT K AMHHOKHCAOTHOI 3aMeHe
p.Gly499Arg B MmoAexyae a-3 1erm Koararena 4 Tuira
U IIPU3HAHHBIA BEPOATHO IATOTCHHBIM BAPHAHTOM.
B cBf3u ¢ Tem, 9TO B IIEPHOA BBIITIOAHEHHUSA TOIO AHAAU32
y HAIIMEHTKA U €€ OTHA MHKPOIE€MaTypHsA OCTaBAAACH
CAHMHCTBEHHBIM KAUHIYIECKIM IIPOABACHHUEM, ObIAQ AUA-
THOCTHPOBAHA AOOPOKAYECTBEHHAA CEMEHHAA TeMATyPHA
U TIAINEHTKA, YCIIOKOUBIIIHCH U IIOCACAOBAB IIPHMEPY
CBOETO OTII4, B TEYCHUE ITOCACAVIOIIHUX 7 ACT CTAPAAACH
320BITH O CBOEM 3a00AEBAHMH U Y Bpadel He HaOAIO-
Aanace. B Bospacre 20 aer y marperTkn mpu mpodoc-
MOTpE B PA30BOM AHAAM3E MOYN HAPAAY C FeMaTypHEit
HEOKHAAHHO OBIAQ BEIABACHA IIpoTenHypust — 1,5 /A,
KOTOpPaA COXPAHAAACH BO BCEX ITOCACAYIOIIUX OOIMUX
anaAnsax Moun. CyrodHas IIPOTENHYPHA COCTABAAAL
1,5-2,2 rpamma. CaMO49yBCTBHE HAIIMEHTKI OBIAO YAOB-
AETBOPHTEABHBIM, Y HEE OTMEYAAOCh HOPMAABHOE apTe-
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pHAaABHOE AABACHHE, OTCYTCTBHCE M3MEHEHHH B OHOXH-
MHYECKOM aHaAn3e Kpou 1 HopMaAbHas CKO, papHas
110 ma/mun/1,73 M2 Tpu 5TOM y OTHA HALMEHTKN
CAHHCTBEHHBIM CHMIITOMOM OCTAaBAAACh H30AMPOBAHHASA
mukporematypus ¢ 10-15 spurporuramu B moAe speHus
1pu oTcyTCTBIH poTennypun. [ larmenTka obpaTnaacy
K amOyaaTopaomy Hedpoaory. Eit Obira HasHaueHa
teparus narrouTopor AIT® i Ge1A0 BBICKA3aHO CO-
MHEHHE B HACACACTBEHHOM Xapakrepe e€ IaTOAOTHH,
B CBA3U C T€M, 9TO Y OTIIa, KOTOPHII Ha 25 A€T cTapIire,
npu ToMm ke Bapuante B rene COL4A3, ormedarach
TOABKO HE3HAYNTEABHAA MHKPOTEMATYPHSA 1 OTCYTCTBO-
BAAM KaKHe-AHOO IIPU3HAKHI IIPOIPECCHpOBaHMsT Hepo-
matuu. [Tanmentke Obraa BemoAneHa HedpOOHOIICH.
[Tpu cBETOBOIT MEKPOCKOIIHH B OAHOM U3 BOCHMH ITOAY-
YCHHBIX KAYOOUKOB OBIA BBIABACH CETMEHTAPHBIIN CKAC-
PO3 KAIMAAAPHEIX ITeTeAb. VIMMyHODAFOOpEcienTHOE
nccAeAOBaHuE OBIAO HeratuBHO. [Ipu aAekTpoHHOI
MUKPOCKOIIMHU BBIAABACHO 3HAYNTEABHOE HCTOHYCHIE
I'bM Ha BCEM IPOTAKEHHH — BO BCEX MECTAaX HU3Mepe-

Puc. 1. ToHKue 6a3anbHble MeMbpaHbl (CTPenKM) B Kanunnapax Knybouka,
yyacTKu CnaHMA (pacnnacTbiBaHNA MasibiX OTPOCTKOB MOAOLMTOB (3BE3[0UKN).

MK — npoceeT Kanunnapa, K — SHJoTeNManbHas KneTka, [N - nogouut, 3 - spuTpoumnT, M — Me3aHrranbHaa KneTka. Yeen. x10000.
Bpeska - npumMep n3mepeHrs ToNLWMHbI BbIGPAHHOIO yyacTKa rnoMepysisipHol 6asanbHol MembpaHbl,
pe3ynbratbl — 130-150 HM (HopMa — 250 HMm). YBen. x40000.

Fig. 1. Thin basement membrane in the glomerular capillaries (arrows), focally effacement of podocyte foot processes (*).

Cl - capillary lumen, Ec - endothelial cell, P-podocyte, E - erythrocyte, M — mesangial cell, x10000.
Inset — basement membrane thickness measurement in a selected area, result - 130-150 nm (250 nm - normal range).
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mud ToamumHa 'BM menee 150 M. OTmeuaAncs yuacTkn paccAOCHUA
lamina densa 1 cyOTOTAABHOE CAMAHIE MAABIX OTPOCTKOB ITOAOITHTOB
(Pucynku 1-3). Mopdoaoruueckoe 3akArodenue: Bpomxaénuas maro-
AOTHSA KOAAaTeHa 4 TuIa.

Puc. 2. ToHkas 6a3anbHas membpaHa B Kanunnape Kinybouka (cTpenku),
ToTanbHOe CuAHNME (PacnnacTbiBaHMe) MasblX OTPOCTKOB NMOAOLMTOB (3BE3[,0UKMN).

K — npocBeT Kanunnapa, 3k — sHAOTeNnanbHas KneTka. Ysen. x15000.
Fig. 2. Thin basement membrane in the glomerular capillary (arrows),
diffuse effacement of podocyte foot processes (*).

Cl - capillary lumen, Ec - endothelial cell. x15000.

Puc. 3. PacnnactbiBaHme (CnAHKE) Manbix OTPOCTKOB NOLOLUTOB (3BE3404KN),
cnaboe paccrioeHne lamina densa rnomepynapHoii 6a3anbHON MeMbpaHbl (CTPenku).

3 - 5puTpOLUT, K - SHAOTENMaNbHaA KneTka. YBen. x20000.

Fig. 3. Effacement of podocyte foot processes (*), splitting of glomerular basement
membrane lamina densa (arrows).

E - erythrocyte, Ec — endothelial cell. x20000.
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OGcy>xaenue

[TpeAcTaBACHHBIH HAMH KAHHHYC-
CKHH CAYYall AEMOHCTPUPYET Bapha-
OEABPHOCTD M HEIIPEACKA3YEMOCTD Te-
geHuA HeppOIaTHH, 0OYCAOBACHHOMN
[IATOAOTHEN KOAAAreHa 4 THIa, AaKe
y 9YACHOB OAHOM cempu. [Tpn oarom
1 TOM 7K€ BEPOATHO IIATOICHHOM Bapu-
anrre B reie COI 443 B retepo3nroTHoM
COCTOSIHHH Y OTIIA IIAIIMCHTKH KAFHITIC-
ckas kapruHa corocrasuma ¢ ACI, B 1o
BpeMA KaK y CAMOH ITAIMEHTKI U MOpP-
dororuueckre ¥ KAHHHYECKHE IIPO-
ssacHusa cootBercTByroT AACA. Kaxme
axTopsl crrocoOCTBOBAAM IIPOrpec-
CHPOBAHUIO HE(POIATHH § MOAOAOMH
JKCHITIMHBI, HE MMEBIICH HIKAKIX CO-
Iy TCTBYIOIIHUX 3200ACBAHHI? Y YU ThIBASA
BBIABACHHYIO IIPH 9AEKTPOHHON MUKPO-
CKOIINH BBIPAZKEHHYIO OAOIIUTOIIATIIO
HapsAy ¢ matoaorueit I'bM u, onmpa-
ACh Ha AOCTYyIIHBIC ITyOAnKarun [40-43],
MOKHO BBICKA3aTh HE MMCIOIIYIO AO-
KAa3aTEABCTB THIIOTE3Y O BO3MOKHOM
MOAU(DHUIUPYIONIEM BAHAHUI OIIPEAC-
ACHHBIX TEHOB ITOAOILIUTOB, YHACACAO-
BAHHBIX OT MATEPU, UAM BO3HUKIINX
B pE3yABTATE MyTAIIHH de NOVO, KOTOpBIE
HE COBIIAAAIOT y ITAIIMEHTKN 1 e€ OTIa
1 IMEIOT 3HAYEHHE TOABKO B COUCTAHIN
¢ marorenusM BapuanTom COIL4.A3
[43]. B Arobom cay4ae omubKom cae-
AYET IIPU3HATH H30BITOUHBIN OIITHMU3M
HAIIEHTKH, 3ACTABUBIIINIT ¢€ OTKA3AThCA
OT MEAHIINHCKOTO HAOAIOACHHSA, 9TO
IIPUBEAO K HECBOECBPEMEHHOI AHATHO-
CTHKE ITPOTPECCHPOBAHMA HeDpOIIaTHI
U K 3aACP/KKE HA3HAYCHUA KpaiHe Bak-
HOH B 3TOM CHTYAIIUN TEPAIIHL.

Ha mamn B3rasa, coBeprieHHO ode-
BHAHO, 94TO HedpoAOTam, HECMOTPA
Ha CYIIECTBYFOIIYIO Iy TAHUITY B TEPMU-
HAX, BAKHO U30€raTh IPOTUBOIIOCTABAC-
ausa BTBM u AACA u oneHuBats maro-
AOTHIO KOAAAreHa 4 THITA, KAK CAHHYIO
HozoAormdeckyio gpopmy. Camere 1mo-
CAEAHHE ITYOAUKAIINH CBUACTEABCTBYFOT
O CYIIECTBOBAHHH OOABIIIOIO YHCAA
HE AMATHOCTHPOBAHHBIX ITAIINEHTOB
¢ AACA. Dr1o CBA3aHO C TeM, 4TO KAU-
nmdeckan anarnoctaka AACA satpya-
HEHa, ITOCKOABKY Y 9THX IAIIHEHTOB
AHOO AAUTEABHO OTCYTCTBYIOT, AHOO
HHUKOTAQ HE Pa3BUBAIOTCS TUIIIIHBIE AAA
CA akcrpapenaspHbie posaBAeHud. [To-
3TOMY B&KHO, ITOOBI HEPPOAOTH pac-
IIO3HABAAHU 3TO COCTOSHHE 1 IIPOBOAHAN
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TCHETHYECKHUN AHAAU3 ¥ COOTBETCTBYIOIIUX IIAIICHTOB.
Ha marm B3rAfiA ITOKA3aHUA AASl TEHETHYECKOTO HCCAE-
AOBAHHS ITAIIIEHTOB C IIEPCUCTUPYIOLICH TAOMEPYAAP-
HOM reMaTypueil (reMaTypHs ¢ IPeBaAMPOBAHIEM AKC-
MOPHBIX 3PUTPOINTOB) AOAKHBI OBITH PACIIIIPEHE,
OCOOEHHO B TEX CHTYALHAX, KOIAA ACOIOT 3a00ACBAHIA
OTMEYAETCA B ACTCKOM BO3pacte. Takoii ITOAXOA nmeeT
psa mpeumymiects. [Tocranoska amarnosa CA cBuae-
TEABCTBYET O HAAMYHUH Y IAIHEHTA CEMEITHOro 3a00Ae-
BAHUA, HECYIIETO PHCK Iporpeccuposanns XbII, daro
TpeOyeT TIIATEABHOIO HAOAIOACHHSA 32 IIAITHEHTOM
1 0OCAEAOBAHIE €T0 DAMZKHX POACTBEHHHKOB, BXOAS-
X B rpymmy pucka. Panmas amarsocruka AACA mo-
3BOASIET OTCACHKUBATH ITOABACHIE MUKPOAABOYMUHYPHU,
ABAAFOINIEHCA B HACTOAINEE BPEMSA ITOKA3AHUEM AAA Ha-
gara Aederns anTaroHucramu PAAC y 9T0# rpymiist
nanuenTos [19]. CBoeBpeMeHHAA AHATHOCTHKA BAKHA
KaK AASL ACTCH, TAK U AAS B3POCABIX. YeM BEIIIIE ITOKA3a-
teab CK® Ha MOMEHT HAYAAA A€UEHUA HHIHOHTOPAMI
PAAC, tem B GOABIIIEl CTEITEHN 3aMEAAIETCA IIPOTrPEC-
cuposanue Hedpomaruu. Kpome TOro, Amarnoctuka
Y B3POCABIX, AK€ B TEX CAYYASAX, KOTAQ YK€ PA3BHAACH
HOYEYHAA HEAOCTATOYHOCTD, AAE€T BO3MOKHOCTD YCTa-
HOBUTb AWATHO3 V OAHSKHUX POACTBEHHUKOB, KOTOPHIE
MOTYT IHOAYVIHTD IIOAB3Y OT CBOEBPEMEHHOIO HAYAAA Te-
parmu [15]. B cBA3m ¢ 5TM BO3HHKAET BOIIPOC, IIOYEMY
OBl HE PEKOMEHAOBATH IIIMPOKOE IIPUMEHEHNE TEHETH-
YECKOIO MCCACAOBAHIS BCEM ITAIINEHTAM C IIEPCHCTUPY-
rorer 6oaee 6 MeCAIIEB TAOMEPYASPHOI reMaTypHel,
VIUTBIBAS A0COAIOTHYIO OC30IIACHOCTD U HCHHBA3NB-
HOCTb 9TOIO TECTHPOBAHUA B COYCTAHHU C BEPOATHO-
CTBIO ITOAYYCHHUA ITOAE3HOH AMATHOCTHYECKON HH-
dpopmarum Aazke IIpu OTPHUIIATEABHOM pe3yAbTare [3]?

Bknap, aBTOpOB:
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LIeABIH pAA aBTOPOB YTBEPAKAACT, UTO IPH CA rene-
THYECKOE HCCACAOBAHIE IIPEAOCTABASET CYINECTBEHHO
Ooabrre nadopmarum, YeM HePOOHOIICHS, YTO 1I0-
3BoAfeT 1) CBOEBPEMEHHO YCTAHOBUTH AUATHO3 U IIPO-
THO3HPOBATH TE€UEHNE DOAE3HH BMECTE C IIPHHATHEM
PPELLIEHEA O ITOKA3AHIAX K HA4aAy He(PPOIIPOTEKTUBHOM
Tepamum, 2) BBIABUTD PEAKHI AUTCHHBIH BAPUAHT IIATO-
AOIHMH KOAAAreHa 4 THIIa, KOTOPBIN Cefvac akTUBHO 13-
yaaercs [44], 3) orpeaeauts prck paspurud anta-1' M
HedppuTa B IIOUEIHOM TPAHCIAAHTATE, 4) IIPOBECTH
KACKAAHOE ODCAEAOBAHHE YACHOB CEMbU M CEMEITHOE
IE€HETHYECKOE KOHCYABTHPOBAHIE, 5) OITPEACANTD BO3-
MOKHOCTB POACTBEHHOIO AOHOPCTBA [3, 45]. Caeayer
TAKKE OTMETHUTH, 9TO B HACTOAIIICE BPEMA KAMHIICCKIE
UCIIBITAHHA IIPOXOAUT LIEABII PAA HOBBIX IIPEIIAPATOB,
TAKUX KaK 6apAOKcOAOH-MeTuA (paza I1/11T) u RG-012
(Bananme Ha nHTepdepento MukpoPHK-21, dasa II)
[46]. DT mpemapaTel MOIYT H3MCHHTD OYAYIIIHE BO3-
MOKHOCTH TEPAINU U UX IPUMECHCHNIE MOKET 3aBH-
CETh OT IeHETHYeCKOro BapuanTa boaesum. [TosTomy
B HACTOAIIIEE BPEMSA IIEABIH PAA IKCIIEPTOB IIPEAAATACT
[IEPECMOTPETh AATOPUTM AMATHOCTUKH IIPH IIOAO3PE-
nun Ha CA, COrAaCHO KOTOPOMY «HAEAABHOE» 0DCAE-
AOBAHIIE ITAIIIEHTOB C HU30AUPOBAHHOH IIEPCUCTUPYIO-
IIEH TAOMEPYAAPHOM reMaTypuei, IIpoTeKaroIieii 6es
Aenpeccun C3 pakIuy KOMITAEMEHTA, AOAKHO Ha-
YMHATBCA C TEHETUYECKOIo uccaeaoBarus [3, 20, 45].
CyIIecTBYIOT AM IPENATCTBUA AAfl PEAAHBAIIIN STOTO
IIOAXOAA B HAIIIEH cTpane? EAMHCTBEHHBIM apIyMEHTOM
IIPOTUB MOKET CAYVAKHUTb TOABKO OTCyTCTBHE B Poccuu
CTPAaxOBOTO BO3MEIIIEHNA CTOMMOCTH 3TOIO HCCAEAOBA-
HHA, KOTOPOE MOZKET ITPEBBIIIIATH (DIHAHCOBBIEC BO3MOK-
HOCTH IIAITHEHTA U €0 CEMBHL.
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