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WnuonaTuyeckuii HepoTHYECKMii CUHAPOM — HAMOOJiee YacTas IIOMEPYJIONATHS B J€TCKOM BO3PAcCTe, PACHPOCTPAHEHHOCTD
KOTOpOii cocTapisieT npumepHo 16 Ha 100 Thic. AeTCKOro HacejeHus Bo Bcem Mupe. JIlo0oe XpoHMYecKoe rioMepy.sipHoe 3a00-
JieBaHMe MMeeT B CBOEM PoJie OHOTUIHDIH Mexanu3Mm passutusi. He3aBucumo ot nospexaaiomero ¢akropa nocje rudesm 3Haum-
TeJIbHOI YacTH He(POHOB MPOUCXOIUT YCTOHUYMBOE CHIZKEHHE CKOPOCTH KIy0O4YKOBO# (huibTpamum, npu 31oM Mopdoaornyeckn
yaiie Bcero onpezensercs (GpokaabHblii cerMeHTapHblii I1oMepyiockiepo3. 3yyenue npuuun ¢ropmupoBanusi oKaJIbHOTO cerMeH-
TAPHOTO [JIOMEPYJIOCKIIEP03a COCTABIISIET AKTYAIBHYIO IPO0JIeMy B mequaTpudeckoii Hedpooruu. B mociennee Bpems odcyxKaaercs
POJIb KATHOHHBIX KaHAJI0B NoTeHuMaabHOro penentopa TRPC nonouutoB B pa3BUTHH NPOTEHHYPUH M ()OKATBHOTO CErMEHTAPHOrO
romMepynockiepo3a. B cratbe npuBoasTcs nannbie o ponu peuentopoB TRPC B nmaTorenese ()oKajibHOr0 cerMeHTapHOrO IIoMe-
pyJockiepo3a. [IpuBoasTcsi COOCTBeHHbIE JaHHBIE, KOTOPbIE EMOHCTPUPYIOT IKCIPECCHIO TEHOB CEMECTBA KATHOHHBIX KAHAJIOB
notenuuanbuoro peuentopa TRPCI, TRPC3, TRPC4, TRPC5 v TRPC6 y neteii ¢ uauonarndeckum HeppoTHUECKMM CHHIPOMOM
B 3aBHCHMOCTH OT MOP(0JIOTHYECKOil KAPTHHBI 3200JI€BAHHS M YYBCTBUTEILHOCTH K CTEPOMIHOI TepANHH.

Karoueevte caosa: demu, neghpomuueckuii cunopom, hoKanbHolii ceeMeHmapHblii 210mMepyaocKaepos, skcnpeccus, peyenmop TRPC.

Ansa yntuposarnus: Moposos C./J1., [nvH B.B. Posb KaTMOHHbIX KaHas/10B noTeHumanbsHoro peverntopa TRPC B natoreHe3e nanonatu4eckoro
HeppPoOTNYECKOro cuHapoma getei. Poc BecTH nepuHaron v negmatp 2021, 66:(5): 67-74. DOI: 10.21508/1027-4065-2021-66—-5-67-74

Idiopathic nephrotic syndrome is the most common glomerulopathy in children, with a prevalence of approximately 16 per 100,000
of child population worldwide. Any chronic glomerular disease has the same type of development mechanism. Regardless of the dam-
aging factor, after the death of a significant part of the nephrons, there occurs a steady decrease in the glomerular filtration rate, while
morphologically we most often determine focal segmental glomerulosclerosis. Studying the causes of focal segmental glomerulosclerosis
is an urgent problem in pediatric nephrology. Recently, there has been discussed the role of the cation channels of the potential receptor
TRPC of podocytes in the development of proteinuria and focal segmental glomerulosclerosis. The article provides data on the role
of TRPC receptors in the pathogenesis of focal segmental glomerulosclerosis. The authors present their our own data demonstrating
gene expression of the cationic channels family of the potential receptor TRPC1, TRPC3, TRPC4, TRPC5 and TRPC6 in children with
idiopathic nephrotic syndrome, depending on the morphological picture of the disease and sensitivity to steroid therapy.
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pacTe, pacrpoCTPaHEHHOCTb KOTOPOW COCTaBJISIET TMPU-
MepHO 16 Ha 100 ThIC. AETCKOrO HAaceJieHUsI BO BCEM
mupe [1]. Kpome Toro, HepoTUUECKNii CUHIPOM 3aHU-
MaeT BTOPOE MECTO IMOC/Ie BPOKICHHBIX aHOMAJIMI TTOYeK
1 MOYEBBIBOISIIMX TyTel TO Poju B (POpMUPOBAHUU
XPOHUYECKOI 00JIe3HN TIOUeK, KOTopasi 3a4acTyl0 HOCHUT
MPOTrpecCUpyIoNINil XapakTep, MPUBOIS K TePMUHATbHOM
CTaJiuy XpOHMYECKOM MOYEUHOM HETOCTATOYHOCTH [2].
HecMoTpst Ha Bce TOCTUKEHUSI COBPEMEHHON Meau-
LIMHBbI, HaJIUYME METOJOB JIEYEHUS], TT03BOJISTIOIINX
3aMeUTUTh CKOPOCThb TPOrpecCUpoBaHuUs 3a00JeBaHUs,
XpoHuYecKasi 00JIe3Hb MOYEK OCTaeTCsl Cepbe3HOI Tpo-
6siemoit Bo BceM mupe. Jlaxe B ciydyae yCIeIIHOTO Jeue-
HUS 3a00JieBaHWE Y MHOTHUX TAlIMEHTOB TMPOrPeccupyeT
IO MO3IHUX CTAAWi XPOHWYECKOW TMOYEYHOU HeaOoCTa-
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ToyHOoCcTU. Tak, 3a00JieBaeMOCTbh XPOHUYECKOU 0OoJie3-
ubto nouek I11 u IV cranuu y nereit B EBpone cocrasisier
11—12 cnyyaes Ha 1 mH netckoro HaceneHus [3]. Takum
obpa3oM, HepelleHHas IIpobjieMa ITPOrpPecCUPOBAHUS
XPOHUYECKOUN OOJIE3HN TT0YeK CTAaBUT HOBBIC 3adadu
10 pa3paboTKe MHHOBAIIMOHHBIX TTOIXOIOB K JIEUEHUIO.

JIto6oe xpoHMYeckoe TIIoMepyJisipHOe 3a0oJieBaHUE
MMeeT B CBOEM pOJie OMHOTUITHBIM MEXaHU3M pa3BUTHS.
HeszaBrcumo ot moBpeskaaroliero haktopa mocje rudoeau
3HAYUTESbHOU YacTH He(POHOB MPOMCXOIUT YCTONIM-
BO€ CHIXXEHHUE CKOPOCTH KIIyOOUKOBOI (DUIIBTpAIIUU,
MpU 3TOM MOPGhOJIOTMYECKU Yallle BCETO OIpeaessieTcsT
(okanbHBINN CerMeHTapHbIN  TJIOMepyJiockiepo3  [4].
OHO U3 KITIOUEBBIX 3BEHbEB B (hDOPMUPOBAHUM (POKATb-
HOTO CETMEHTApHOTO TIOMEPYJIOCKIIepo3a — TopaskeH1e
MOJOLMTOB KJTyOOUKa.

IMogounTel — 3TO0 BBIcOKOAM(GEPEeHIINPOBAHHBIE
IMMOCTMUTOTUYECKUE KJIETKHM, KOTOPbIe MTPAIOT pelllaro-
LIyl poJib B obOecriedeHUur (HWIBTPALIMOHHOTO Oaphb-
epa [4]. Ha puc. 1 mpexacraBieHa yJIbTpacTpyKTypa
kiybouka. bazanbHyto MmeMOpaHy (1) kiybouka MOKpbI-
BalOT CrielMaJIbHbIe OTPOCTKU (2) — HOXKM TOIOLIUTA,
obOpasysd creuupuIecKrue MEXKICTOYHbIE KOHTAKThBI
(3), Tak HasbiBaeMywo IejieByto auacdparmy. OcCHOB-
Hag (YHKIOUST IIeJieBON auadparMbl TIOMeEpYJISIpHOM
Oa3zasibHOI MeMOpaHbl COCTOUT B 0Opa30BaHUU YJIBTpa-
(unbrpata, TIpenoTBpaiias TOTEPI0 MaKpOMOJIEKYI.
[momepynsipHast GasanbHasi MemMOpaHa MMeEeT CIOX-
Hoe cTtpoeHue. OHa COCTOUT U3 MHOTMX KOMITOHEHTOB,
Takux Kak P-kamgrepuH, zonula occludens (kKoMruiekc
KOHTAKTOB MeXIy KJIETKaMHU, B KOTOPBI BXOMIST ajre-
3MOHHBIE KOHTAKTHI U J€CMOCOMBI), WIEHBI CeMelicTBa
KaTeHWHOB, a TakkKe creluduieckre OeIKu, dKCIIpec-
cUpyeMble B HOXKaX MOJOIIMTOB — He(PUH U TTOJOIVH.
HedbpuH — oauH U3 4YJIeHOB cyrnepceMeicTBa MMMYHO-
ro0yaMHOB G, KOTOPBIM arpervpyeT Ha OKpYKAIOIIUX
Kanwuisipax Kiyoouyka, o0Opa3ysli (puiabTpallmOHHBIN
Gapbep B BUsie cBoeobpasHoit cetu. Kpome Toro, HeppuH
MMeeT TpaHCMeMOpaHHbBI TOMEH, KOTOPBIM CITY>KUT Kap-

OPUINMHAJIbBHbBIE CTATbU

KacoMm Uil COOPKU CUTHAJIbHBIX KOMILJIEKCOB C APYTUMU
o6enkamu tiogoiutoB — CD2-accolimMpoBaHHbBIN Oe10K
u ogoiuH. [ToMmuMo popMupoBaHUST PUITBTPALTTOHHOTO
Oapbepa, OeJIKM TJIOMepyJIsipHOl Oa3ajibHON MeMOpaHbI
CTAOWIIM3UPYIOT apXUTEKTYPy KIYOOUYKOB, TPETSATCTBYS
BBICOKOMY THUIPOCTATUYECKOMY HaBICHUIO B KaIluj-
JIsIpax Kiybouka, WM OTBETCTBEHHBI TMpuMepHo 3a 40%
TUIPABINYECKOTO COMPOTUBIEHUST (PUIBTPAIIMOHHOTO
Gapbepa [5—6]. MU3BecTHO, Y4TO TUIOTHBIE MEKKJIETOUHbBIE
KOHTAKThl MEXIy HOXKAMM TOIOLUTOB U TJIOMEPYIsp-
HOWl 0a3ajibHOI MeMOpaHOI CITOCOOCTBYIOT TOAAEpXKa-
HUIO KJIyOOUYKOBO# ¢uibTpauuu. Takoe B3auMoeii-
CTBHE CITOCOOCTBYET agamnTallii MOJAOLIMTOB K CKOPOCTH
KJ1yO0UKOBOW (DUABTPALIUU WU K BHYTPUKITYOOUKOBOMY
JIaBJICHUIO, a HapylIeHWe 3TUX B3aMMOCBsI3eil (CUTHATb-
HBIX TTyTei) TIPUBOIUT K TOTepe (PYHKIIMU (UIBTpaLIM-
OHHOTO Gapbepa, BbI3bIBas MpoTenHypuio. [To Mepe mpo-
rpecCUpoBaHMs 3a00JeBaHMS TTOAOLIMTHI TEPSIIOT CBSI3b
¢ TJIoOMepyJsipHON 0a3aibHO MeMOpaHOil B pe3yJibrare
CHWXKEeHUsI KJIETOUHOM aAre3nu Jubo 3a cYeT HEMOoCpeI-
CTBEHHOU THOENM KJIETOK, YTO MPUBOAUT K (POpMUPO-
BaHMIO HedpockKiepo3a. Hanbonee paHHne m3MeHEHUS
MOBPEXKIECHMS TTOIOLIUTA OTIPEICIISIIOTCST TIPU DJIEKTPOH-
HOI MUKPOCKOITUM U BU3YaJbHO OLIEHWBAIOTCST KaK pac-
TUIaCThIBAaHKWE HOXEK TO0IMTA. DTOT MPOIIECC OCYIIECT-
BJISIETCSI 3a CUET MEPECTPONKN aKTMHOBOTO ITUTOCKETIETA,
rnepepacrnpeneieHuss aKTMHOBBIX MHUKPO(DUIAMEHTOB,
B pe3yibTaTe KOTOPOTO OTPOCTKHU TOAOLIMTOB TEPSIOT
cBolo hopmy. I3MeHeH s B TOAOLIMTAX HOCAT HeoOpaTH-
MbIi1 xapakTep (puc. 2) [7].

Kak ormeuanoch paHee, mociae rubend 3Ha-
YUTEJBbHON YacTh HeDPOHOB TMPOUCXOIUT YCTOM-
YUBOE CHIKEHUWE CKOPOCTH KIyOOUKOBOW  (DUJIb-
Tpalluy, TIpU OBTOM MOPGOJIOTUYECKN 4Yallle BCeTo

omnpenensgercss (QOKaJbHBI CerMEHTapHBIN  TJIOMe-
pynockiepo3. M3ydyenue mnpuumH (GopMUpOBaHUS
¢GoKaNbHOTO  CErMEHTApHOTO  TJIOMEPYJIOCKIepo3a

COCTaBJISIET aKTyaJibHYIO TIpoOsieMy B MeauaTpuye-
ckoit Hedposornu. OnHON M3 BemylIMX MPUYUH pas-

Puc. 1. YasrpacTpyKTypa Kiy0ouka (COOCTBEHHOE HAOMI0IeHNE).

1 — 6a3ajbHas mIOMepyJIspHAs MeMOpaHa; 2 — HOXKKM NMonouurTa; 3 — (GuibTpanuoHHbie HIieu
«mieneBast nuacgpparmar».
Fig. 1. Glomeruli ultrastructure (own observation).

1 — basal glomerular membrane; 2 — podocyte legs; 3 — filtration slots “slit diaphragm”.
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Moposos C.JI., Jlnun B.B. Pojib KaTHOHHBIX KaHAJIOB TIOTeHIIMaIbHOTO perienitopa TRPC B matoreHese MAMONaTHIeCKOro HepOTUIECKOTO CHHAPOMA ...

BUTHUSL (DOKAJIBHOTO CErMEHTapHOTO TJIOMEpYJIOCKIIe-
po3a CUMTAlTCS TeHeThYecKue (PakTopbl, KOTOpPBIE
OTpeNeISIIOTCS. MyTauusIMU B ofHOM M3 40 M3BECTHBIX
B HAcCTOsIIlIee BpeMsl T€HOB, MMEIOIIMX CBSI3b C pas-
BuTHeM 3abosieBaHus [8]. B mocrnenHee BpeMsi 00CyxX-
JlaeTCsl pPoJib KAaTHMOHHBIX KaHajJO0B TOTEHIMATbHOTO
peuentopa TRPC nmogouunToB B pa3BUTUN TTPOTEUHYPUU
1 (OKaJIbHOTO CETMEHTAapPHOTO IIOMEPYJIOCKIIEpOo3a.
Karnonnsie kaHanel penientopa TRPC ortHocsTcst
K uneHaM Oosbioro cemerictBa TRP (transient receptor
potential — HeceJleKTUBHBbIE KaTMOHHBIE KaHaJIbl), BIEp-
Bble 0OHapyxeHHbIe M. Gees 1 coaBt. [9] (2010) y yepHO-
oproxoit npo3oduibl. Kak moka3aHo Ha puc. 2, ceMeicTBO
reHoB 7RP coctout mu3 7 4IeHOB, KOTOPBIE Pa3de/IsTIOTCs
Ha rpynnbl: TRPCI, TRPC5, TRPC4 u TRPC5, TRPC3,
TRPC7.Y yenoeka TRPC2 siBnsieTcsl TICEBIOTEHOM.
Honnble kanansl TRPC obGecrneymBaloT TpOHU-
1IaEMOCTb KJIETKU (TOAOIIATA) ST KaJbIMs TMOCIe UX
WHAYKIIUA BTOPUYHBIMU MECCEHIKepaMu (IVALIMIITIIV -
LepuH U uHO3uTOJ-1,4,5-Tpucdocdar), akTUBUPOBAH-
HeiMu ¢ochonunazoir C [10]. [Tomumo mpencraBieH-
HOTO MeXaHu3Ma aKTMBallUU PEelLenTOPOB, CYIIECTBYIOT
U ajJbTepHATUBHBIE MEXaHW3MbI, HAIpUMEP MeXaHW-
yecKasi CTUMYJISIIUS (pacTsSKeHUE) WM OKUCIUTENb-
HBII CTpecc, MNPUBOAAIINE K AaKTUBAIMU PELerTo-
poB TRPC5 u TRPC6 B momoumTax riaomepynsl [11].
IToMuMoO okucanuTeNbHOrO crpecca, aktusauus TRPC6
OCYIIECTBIISIETCST aHTUOTeH3WHOM [I ¥ mpoHUIIaeMbIMU
ISl KJIETOK aHajoraMy AWallWJIrIuIepruHa, KOTOpbie
WHTUOMPYIOTCST OGJIoKaTOpaMu aKTUBHBIX (DOPM KMCIIO-
pona, wiu ¢GapMaKoJOrMYeCKMM HWHTUMOMpPOBAaHUEM
NOX2 (NADPH-okcumasbi-2 — KJIeTOYHBINT MeMOpa-
HOCBSI3aHHBIN ~ MYJIBTUMOJIEKYJISIPHBIN  (hDepMEHTHBIN
KOMIIJIEKC, JIOKIM3YIOIIMICS Ha Tuia3MaTUYeCKOM

Puc. 2. YnsTpacTpykTypa KIy0ouka y peOeHKa ¢ (hOKAJIbHbIM
CerMEHTAPHBIM IIOMEPYJIOCKPIepo30M (COOCTBEHHOE HabIo-
nenne). CTpejkaMu OTMEUEHO PACIUIACTHIBAHHE (HApPYIIEHHe
CTPYKTYPBbI) HOJKEK MOIOIHUTOB.

Fig. 2. Ultrastructure of the glomerulus of the glomerulus in a
child with focal segmental glomerulosclerosis (own observa-
tion). The arrows mark the spread (structural disturbance)
of the podocyte legs.

meMOpaHe). KpoMe Toro, oTMedeHo, 4To MpeunuTaThbl
(6enkoBbie koMruiekchl) TRPC6-NOX2 wHaxomsTes
B CTPYKTYype TogouuHa [12].

BriepBble posib KaTMOHHBIX PELETITOPOB CeMelCTBa
TRPC B pa3BUTUU TJIIOMEPYISIPHBIX 3a00JIeBaHUI OIK-
cana B 2005 . M.P. Winn u coaBr. [13], koraa y nauueHTa
C CeMEeWHBIM BapMaHTOM (POKAIBHOTO CErMEHTApHOTO
TJIOMEPYJTOCKIIepo3a ObUTa BBISBJICHA TOYEYHAs] MyTa-
mms B reHe TRPC6. B manbHeiimneMm J. Reiser 1 coaBr. [14]
(2005) onucanu NATH ceMeit ¢ ayTOCOMHO-JIOMUHAHTHBIM
BapraHTOM (hOKaIbHO-CEeTMEHTAPHOTO TJIOMEPYIOCKIIe-
po3a, accCOLMUPOBAHHOTO ¢ Mytauumeir B reHe TRPC6.
ITpu Gonee neTasbHOM M3YUYEHUU C TIOMOIIBIO UMMYHHOM
3JIEKTPOHHOI MMKPOCKOIUU 0KAa3aJloCh, UTO PEUENTOPHI
TRPC6 omnpenensiorcst B Tejie HOXEK ITOAOLIMTOB, IPU-
JIeTalolmmx K 0a3ajlbHOM IIejeBUIHOM MeMOpaHe. Kpome
TOTO, MOKa3aHa Ko-umMmyHorpermrurtaist TRPC6c 6en-
KaMU TIOIOLUTa — He(PUHOM M TOAOLIMHOM C 00pa3o-
BaHUEM CBOEOOpPa3HOro curHaibHoro komruiekca (TRP-
Co6-+imeneBuaHas meM6pana) [15]. TTomuMo cTpyKTypHOIA
(GYHKIMM KaTMOHHBIE KaHAJIbl MOTEHIIMATBLHOTO pelleT-
Topa TRPC6 ocymiecTBASIOT perysiliio YPOBHSI KaIbIIus,
y4acTBysd B pabOTe COKpaTUTEIHLHOTO armaparta HOXeK
MOJOLMTOB U BBITIOJTHSISI POJIb MEXaHOPELENTopa, KOTO-
pBIii BIUSIET Ha aKTUBHOCTh CUTHAJILHOTO KOMILUIEKCA —
(HedpuH + nomouMH + 1IeaeBUaHAs MeMOpaHa + HOXKU
noaouToB) [15].

Wzydyenune myraruit reHa 7RPC6 TO3BOIMIIO OKOHYA-
TeJIbHO YCTAHOBUTH €TI0 POJIb TIPU TTOPaKEHUU TJIOMEpYJI.
Tak, OOJBIIMHCTBO MYyTallMil, BBI3BIBAIOIINX (hOKaATb-
HO-CETMEHTApHBIA TJIIOMEPYTOCKIEPO3, CIOCOOCTBYIOT
YCWJIEHWIO (YHKIMM KaTMOHHBIX KaHajioB [16, 17].
TTonyyeHHBIE TaHHBIE CBUIACTENBCTBYIOT, YTO Ype3Mep-
HbIe YPOBHU BHYTPUKIIETOYHOTO KaJbIVs BHOCST BKJIAJ
B MaTO(PU3NOJIOTUIO Yy 3TUX TALMEHTOB, a W3y4eHHe
KJIMHUKO-TEHETUIECKUX KOPPENSIINA TTO3BOJIUIO yCTa-
HOBUTb, YTO Y MAIMEHTOB C OOJBIIUM KOJUYECTBOM
MOHHBIX KaHAJIOB MMEIOTCSI paHHee pa3BUTHE (PoKab-
HOTO CETMEHTapHOTO TJIOMEPYJIOCKIepo3a W arpecCuB-

—————— TRPC6E

e |

— ouEmm

[ TRPC1 ]

TRPC2

Puc. 3. OunoreHeTHYECKOE IePEBO YICHOB CeMeiicTBA HeceIeK-
THBHBIX KATHOHHBIX Kanajos TRP [10].

Fig. 3. Phylogenetic tree of members of the 7R P family of non-
selective cationic channels.
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HOe TeuyeHue He(ppOTUYECKOTo CcHuHApoma. JlaHHBIN
MEXaHM3M TlaToreHe3a ObLT TokasaH L. Wang u coaBT.
[18, 19] (2015) Ha GuOJOTMUYECKUX MOJEJSIX TPaHCTeH-
HBIX MBIIIE ¢ aKTUBUPOBAHHBIMU KaTMOHHBIMU KaHa-
JIaMu TToTeHIManbHoro peuentopa TRPC6.

B GomnbIIMHCTBE CiTydaeB TIIOMEPYJIONaTUU He UMEIOT
TeHEeTHYECKOI TIPUPOJIBI, a aCCOLMUPYIOTCS JINOO ¢ BTOPHY-
HBIMU TIOpaXKEHUSIMUA TTOYeK (HarpuMmep, TPy CUCTEMHOM
KpPacHOI BOJYaHKE, CUCTEMHBIX BACKYJIUTAX), JIMOO SIBJISI-
IOTCSl TIEPBUYHBIMU  (MAVOTIATHYECKUI He(POTUUECKUIA
CUHApPOM, MeMOpaHO3Has HedpomnaTtus, 60Je3Hb MUHU-
MaJIbHBIX W3MEHEHUI, HeceMeHble BapHUaHThl (hOKalb-
HO-CETMEHTapHOTO TioMepyockieposa). Pombs TRPC6
TIPY TIEPBUYHOM MATOJIOTUN KITyOOYKOB BIIEPBbIE ITPEICTAB-
JieHa rpynmnoi uccaenosareieit B 2009 . OHM TIpoaeMoH-
CTPUPOBAI AKTUBAIIMIO KATMOHHBIX KaHaJOB TOTEHIIU-
anbHoTO penieniropa TRPC6 Ha M301MpOBaHHBIX KITYOOUKax
OGUOIITATOB TIOYEK MAIIUEHTOB C «00JI€3HBI0 MUTHUMAITbHBIX
M3MEHEHUIT», MeMOpaHO3HOM HedporaTueit u (oKaIbHbBIM
CerMeHTapHbIM TJIoMepysiockiiepo3oM [20, 21]. Beicokast
sKcrpeccrss MOHHBIX KaHamoB TRPC6 mpu rimomepyssp-
HBIX 3200JIeBaHMSIX TPUBOOUT K Pa3BUTHIO (DOKAITLHOTO
CETMEHTAPHOTO TJIOMEPYIIOCKIIePO3a, KaK U TPU MYTaLHsIX
reHa TRPC6, T.e. K IOBBILIEHNIO BHYTPUKJIETOUHOIO Kajlb-
1M1, 9TO CITOCOOCTBYET PAa3BUTHIO MPOTEUHYPUU U (hOPMU-
pOBaHUIO TIIOMepYJIocKieposa [22].

MonekyasipHble MeXaHM3MBI, PETYJIUPYIOIIe 3KC-
npeccuto TRPC6, mpencraBieHbl cBOeoOpa3HOM TOJIO-
KUTEJIbHOW o0paTHOl cBsA3bio (puc. 4). PeuenTopsl,
cBsizaHHble C¢ dochonunazoit C, takue kak GPCR
(G-protein-coupled receptors) mnsi aHrmoreHsuHa Il
WY SHOOTEIWHA-1, aKTUBHUPYIOT KAaTHOHHBIE KaHAJIbI
TRPC6, 4Yro mNpMBOAUT K TIPOHUKHOBEHUWIO Kallb-
M B KJIETKY. B CBOIO o4epenp KajablUii CTUMYIUPYET
KaJbIIMHEBPUH W YYBCTBUTEIBHYIO K KalbIUIO (hoC-
dartazy [23]. K BaxXHBIM TMpOAyKTaM KaJblIMHEBPUHA
OTHOCUTCS SIIEPHBIN (PaKTOp aKTUBUPOBAHHBIX T-Kiie-
Tok — NFAT, KOoTOpbIii MpU aKTUBALIMU KaJblLIMHEBPUHA
noasepraeTcst hochoNMprUpPOBaHNIO, MPOHUKAS B SAPO
KJIETKU, CTUMYJIMPYS TpaHcKpumuio reHa TRPC6. Dto
MPUBOIUT K HOTIOJHUTETbHOMY TTOBBILIIEHUIO YPOBHSI
KaJbIUs B KJIETKE, TEM CaMBIM peau3yeTcsi MeXaHU3M
MOJIOXUTENbHOU 00paTHOI cBsa3u [24]. [Tomumo NFAT,
KaJIbIIMHEBPUH UMeeT MHOXECTBO CyOCTpaToOB, BKITIOYAST
(bakTOpBI TPAHCKPUIILINU, PELIETITOPHI, MOHHBIE KaHAJIbI,
OGelIKM LIMTOCKeNleTa, OeKU, YIacTBYIOIIME B MEeXaHW3-
Max arfomnTo3a, KOTOpble TMPU aKTUBAIIMU KaJTbIIMHEB-
puHa, nHayuupoBanHoit TRPC6, MoryT crioco6¢TBOBaTh
MPOrPecCUPOBAHUI0 XPOHUYECKOI 00Ie3HU TToueK [25].

B nocnemHue BpeMst paccMaTpUBaeTCsT pOJIb U APYTUX
KaTMOHHBIX KaHAJIOB IoTeHIMaabpHoro petenTtopa TRPC.
M3BecTHO, YTO TOMOLMTHI KIYOOYKOB BSKCIECCUPYIOT
TRPCI, TRPC3, TRPC4, TRPC5 u TRPC6. C momoribio
BJIEKTPODUNOIOTUIECKUX U (hapMaKOJIOTUIECKHUX METO-
JoB TokazaHo, 4uto Toibko TPRC3, TRPCS5 u TRPC6
00ecTeunBaloT MOCTYIUIEHUE KaJbIUsI B TIOMOLIMTHI [26].
HauGonee mnsydyeHa posib B MOBPEXACHUU TTOYEK KaTh-
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onHbIX KaHaioB TRPC5 u TRPC6, onHako MOSIBISIIOTCS
nanHble 1 o poan TRPC3 [27]. TRPC3, kak u TRPC6,
BHOCHT CYIIIECTBEHHBIN BKJIAJ B YBEIMUEHUE YPOBHS BHY-
TPUKIIETOYHOTO KaJIbLIWSI, TEM CaMbIM aKTUBUPYs KacKa
repefayd CUTHAJIOB Ha KaJIbLIMHEBPUH, CITOCOOCTBYS
dopMupoBaHUIO TIIOMEpYJIocKiIepo3a [26, 27]. OtMeveHa
aktuBaiust TRPC3, xak u TRPC6, ripu riomMepyasipHbIX
3a0oseBaHMsIX 0e3 uameHeHust TRPCS.

B HacTosiee Bpemst B OT/ieNIe HaceICTBEHHbIX 1 TTPH-
o0peTeHHbIX OoJiedHeil rmoyek um. mpod. M.C. Urna-
toBoit HUKW nenunarpuu um. akan. FO.E. Benbruinesa
BEIyTCS MCCIIeOBAaHUsS 110 M3YYEHUIO MOJIEKYJISIPHO-Te-
HETMYECKNX MEXaHU3MOB Pa3BUTHUS TIEPBUIHOTO HeDPO-
TUYECKOTO CHHApPOMA Y JIeTeH, 1IeJb KOTOPOTO — TOBBI-
meHre 3 GeKTUBHOCTU JIEYSHUST HA OCHOBE pa3paboTKu
MOJIEKYJISIPHO-TEHETUIECKUX KPUTEPHUEB MEePCOHATU3M-
POBaHHO Teparnu.

Ileab uccaenoBaHus: M3y4eHUE OKCIIPECCUU TEHOB
ceMeicTBa KATMOHHBIX KaHaJOB  IMOTEHIMAIBHOTO
peuentopa TRPCI, TRPC3, TRPC4, TRPC5 u TRPC6
y IeTei ¢ UINONaTUIeCKNUM He(POTUIECKIUM CUHIPOMOM
B 3aBUCUMOCTH OT MOP(OJIOTUYECKO KapTUHbBI 3a00J1e-
BaHUS U YyBCTBUTEIIBHOCTU K CTEPOMIHON TepaTTiH.

XapakTepucTuka peten un MeTogbl UCcriefoBaHns

Ilon HaGmoneHnemM Haxonuauch 48 neteit, 3 HUX 15
(31%) neBouek u 33 (69%) manbunka. CpeqHWIT BO3pacT
JieTeit Ha MOMEHT MccienoBaHus coctapiisut 9,6+3,8 roga:
MaJibuuKoB — 9,443,6 rona, neBouyek — 10,07+4,5 rona.
Ipynny KoHTpoJisi cocTaBuwiIu 24 YCIOBHO 3I0POBBIX
pebeHka (B aHaMHe3e OTCYTCTBOBaJiu 3a00JieBaHUS
MoYeK, a TakKe JaHHBIE O TpUeMe CTEPOMIHON Tepa-
MUK), CPeIHUI BO3pacT KOTOPBIX cocTaBua 9,4+4,3 rona,
u3 Hux 10 (42%) neBouek u 14 (58%) manpumkos. Pac-
MpejesicHre 0 BO3pacTy OCHOBHOWM TPYIITBI M TPYITIBI
koHTponsi npaBuibHoe: K—C d=0,12 (p>0,2) u K-C
d=0,12 (p>0,2) cOOTBETCTBEHHO.

Ha ocHoBaHUM pe3yIBTaToOB KIIMHUKO-T1a00paTOPHOTO
W MHCTPYMEHTAJILHOTO MCCEIOBAHUIA Y BCEX MAIlMEHTOB
ObIT TMAarHOCTUPOBAH MANOTATUYECKUIM He(POTUIECKUIA
CUHIPOMOM. B 3aBUCUMOCTU OT YPOBHSI YyBCTBUTEIIHHO-
CTHU K CTEPOMIHON Tepany ObIIN BBIIEICHBI CIEAYIOIINe
BapuaHTbI HehpOoTUUYECKOTO CUHIpoma (Tabir. 1).

I. Crepouape3ucTeHTHBIH He(PPOTUYSCKUN CHH-
IpoM. XapaKTepu3yeTcsl TPOTEMHYPHUEH, COXpaHSIo-
LIecs mociie Kypca MpeaHU30I0Ha B 103 2 MT/KT 24 4
(1e 6omee 60 Mr/24 4) B TeueHUe 6—8 Hen (M MOCTEIYI0-
WX 3 BHYTPUBEHHBIX BBEACHWI METUJITIPEIHU30JIOHA
B no3e 20—30 Mr/kr, HO He Oosiee 1 T Ha BBeIEHUE).

II. CrepounzaBucuMblii HEPPOTUYECKUN CUHIPOM.
XapakTepusyeTcsl pa3BUTHEM DPELUANBOB 3a00JIeBaHUS
MPU CHIKEHUW J03bI MPEAHU30JI0HA WIM B TeYeHHE
2 HeJl TToCyie €r0 OTMEHBI (TIPY YCIIOBUUM TIPOBEICHUS ajie-
KBaTHBIX 103 ¥ Kypca CTEPOUIHOM Teparum).

III. CrepouauyBCTBUTENbHBIM HEPPOTUUECKUI CUH-
IpoM. XapaKTepU3yeTcsl pa3BUTUEM ITOJTHON KIMHUKO-
JabopaTOpHOI peMuccu 3a0oJeBaHs Ha (hoHe MprueMa
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TIPETHU30JI0HA B 03¢ 2 MT/KT 24 1 (He 6omee 60 mT/24 1)
B TeueHne 6—8 Hea M OTCYTCTBHEM peluanBa 3a0oJieBa-
HUS B TeUeHUE 2 HeJl TTOCIe €TO OTMEHBI.

ITomumo pacmipenesieHUsT MallMeHTOB B 3aBUCUMO-
CTU OT YyBCTBUTEJIBHOCTH K CTEPOMIHON Teparuu, WX
pacrmpeneN i Ha TPYMHIBI B 3aBUCUMOCTH OT MOpPGhO-
JIOTUYECKOTO BapuaHTa 3a0ojieBanus (Tabn. 2). Y nereit
CO CTEPOMIPE3UCTEHTHBIM HE(POTUUECKUM CUHIPOMOM
Hedpobuoricust poeaeHa B 100% ciydaeB, TIpyU 3TOM
MopdOJIOTUYECKNIT BapuaHT Yy BceX AeTell omnpenesieH
KaKk (OKaJIbHBII CETMEHTApPHBIA TIJIOMEPYIOCKIEPO3.
V nmereil co cTepoMa3aBUCUMBIM HEDPOTUUSCKUM CHH-
JIpoMOM Hedpobuoricust TipoBeneHa B 73% ciydaes,
Mpu 3TOM (POKAJbHBIN CETMEHTAPHBIN TJIOMEPYJIOCKIIE-
po3 onpeneneH B 44% ciydaeB, a 56% ciydaeB BBISIBICHBI
MHWHUMaJbHBIE U3MEHEeHUs. Y JeTeil CO CTepOMIIyB-
CTBUTEIBLHBIM He(hPOTHUECKUM CUHIPOM Hedpoouorn-
cus nipoBeeHa B 50% ciydaeB TIpy 3TOM M3 HUX MUHU-
MaJbHBIC M3MEHEHUS OTMeJaiuch y 60% TalueHToB,
ay 40% — me3aHTronpoaudepaTUBHBIN BApUAHT.

B wmccrmemyeMbIx rpynmax MpOBOIMJICS aHAIU3 IKC-
MPECCUM TEeHOB, OTBEUABIIMX 3a Pa3BUTHE He(PpPOTHYE-
CKOTO CUHIpOMa, Ha IM(POBOM aHAIM3aTOPe HYKIICU-
HoBbix KuciaoT nCounter («Nanostring Technologies»,
CIHIA). V Bcex nmanuenToB Boinessiin PHK u3 nepude-
pPUYECKON KPOBU: KaXIbI 00pa3ell MpeacTaBisiii cOO0M
100 ur MPHK B xonueHTpatum 20 vr/mki. [TonydyeHHbIe
JTAaHHBIE IO SKCITPECCUU T€HOB BBIPAXKEHBI B YCIOBHBIX
enquHuiiax — uuciao Mojekyal MPHK Ha cranmapTHbIi
00BeM obpasiia B 3armycke (5 MKJI).

CraTUCTHUYECKYI0 00pabOTKY MOJYYEeHHBIX JaHHBIX
OCYIIIECTBIISUTA C TIOMOIIIBIO TTPOTPAMMHOTO obecTieye-
Hug Statistica 10.0. 1151 olieHKM MpaBUJIBHOCTHU pacripe-

JeJICHUsT BBIOOPKU MCTIONb30Bain Kputepuii Koamo-
ropoBa—CMupHoBa. Ecnm pacmpenesneHue oTandyanoch
OT HOPMAaJIbHOTO, WCTOJb30BaJIM METOABl Hermapame-
TPUYECKON CTATUCTUKU: OIlEHKAa 3aBUCHUMBIX M He3a-
BUCHUMBIX TPYIIN, oNpeaesieHne Koppeasiauu no Crup-
MeHy. [Ipy oOIeHKe IOCTOBEPHOCTU CTATUCTUYECKUX
TUTIOTE3 CTATUCTUYECKU 3HAUYMMBIMU CUYUTAIU pPa3jIu-
qus ipu p<0,05.

Pesynbratbl

Ha puc. 4 mpeacraBieH ypoBeHb SKCIIPECCUU T€HOB
TRPC B uccinenyeMbix rpynnax. Kak mo gaHHbIM JuTe-
paTyphbl, Tak U IO TTOJIydeHHbIM HaMM pe3yJibTaTaM Hau-
00JIbIIIETO BHUMAHUSI 3aCTYKMBAET YPOBEHb 9KCITPECCUU
Tpex TEeHOB pelernropa KaTMOHHBIX KaHanoB: 7TRPC3,
TRPC5 u TRPC6 (Tabum. 3).

Ilpu cpaBHEeHUU BapUaHTOB HEMPOTUYECKOTO CHH-
poMa B 3aBUCUMOCTU OT OTBETa Ha CTEPOUIHYIO Tepa-
MU0 TIOJYYeHBbl OCTOBEPHbBIC pPa3IUUMsl TI0 YPOBHIO
akcripeccun TeHa TRPC6 mexay rpynmaMu CO CTepo-
WIPE3UCTEHTHBIM W CTEPUOAYYBCTBUTEIbHBIM Hed-
POTUYECKUM CHHAPOMOM, a TaKxXKe TPYMION KOHTPOJS
TRPC6 (p<0,00001 u p<0,0004 COOTBETCTBEHHO; pUC. 5).
JlocToBepHbIE pa3anyusl MO YPOBHIO 3KCIIPECCUU T€HOB
TRPC3, TRPC5 u TRPC6 Mexmy TpyIIiaMH CO CTePOU/I-
PE3UCTEHTHBIM M CTEPOUA3aBUCUMBIM HEe(DPOTUUECKUM
CUHIPOMOM OTCYTCTBOBaiu. KoppensiimoHHbIN aHaIu3
BBISIBUI TIPSIMYIO CPEIHEN CUJIBI CBSI3b MEXIY CTEpOU/I-
PE3UCTEHTHBIM HEMPOTUIECKUM CUHIPOMOM W YPOBHEM
akcnpeccun reHa TRPC6 (r=0,54; p<0,05).

Tak xak B maroreHe3e (pOKaJIbHOIO CETMEHTAapHOTO
moMmepyJsiockiepo3a petentopsl TRPC  npuHumaroT
HEIOCPEeJCTBEHHOE YyJacTue, TO CpaBHEHUE HE3aBUCH-

Tab6auya 1. PacnpesesieHe MAMEHTOB MO IPYNIAM B 3aBUCMMOCTH OT YPOBHS YyBCTBHTEJILHOCTH K CTEPOMIHOI Tepannu
Table 1. Distribution of patients into groups according to the level of sensitivity to steroid therapy

Ipynmsi

Yuciao 6obubix  Bospact, ronpt o (Maabunku/neBovKH)

I. CrepounpesucteHTHBIN HEDPOTUIECKUI CUHAPOM
I1. CrepounnzaBucumbiii HeYPOTUUECKUI CUHAPOM
I11. CteponauyBCTBUTENbHBII HEDPOTUUECKUIN CUHAPOM

IV. Ipynna koHTpoJIst

16 10,5+4,06 10/6
22 9,06+3,39 16/6
10 8,4+4,06 6/4

24 9,4+4,3 14/10

Tabauya 2. Pacnpeeienne NAMEHTOB MO IPYNNaM B 3aBUCMMOCTH OT MOP(OJIOrH4ecKOro BapuaHTa
Table 2. Distribution of patients into group according to the morphological variant

Yucao Yucao ITanuenTsl
LS 00JIBHBIX ouoncuii LEIRG RIS bl 0e3 ononcun*®
I. Crepounpe3rcTeHTHbIN HepoTHUe-
ST TR 16 16 (100%) 16 (100%) = = =
1. CtepounzaBucuMBbIii He(poTHUE-
CRYHICHHIDOM 22 16 (73%) 7 (44%) = 9 (56%) 6 (27%)
I11. CteponauyBCTBUTEIbHBII HEDPO- 10 5(50%) 2 (40%) 3(60%) 5(50%)

TUYECKUIA CHUHIPOM

[pumeyanue. * — yauThiBasi CTPOTUE MoKaszaHusi K Hedpoduorcuu, MophOIOrnIecKoe MCCieqOBaHIe MPOBOAUIOCH HE Y BCEX MALUCHTOB.
DCI'C — dhokanbHbIii-cerMeHTapHbII roMepyiockiepo3; MITTH — mesanruonpoaudepaTuBHbIi r1oMepytoHebput; MU — MUHUMabHBIE

MN3MEHCHMU.
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Puc. 4. Moaekynsipabie MexaHu3Mbl peryisiun dxcnpeccun TRPC6.

NFAT — spepnsiii pakTop akruBupoBannbix T-kietok; GPCR — penentop,
cBsi3aHHblii ¢ pocdommmazoii C.

Fig. 4. Molecular mechanisms of TRPC6 expression regulation.

NFAT — nuclear factor of activated T cells; GPCR — receptor associated with
phospholipase C.
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Puc. 5. Yposenb 3kcnpeccun renoB TRPC1, TRPC3, TRPC4, TRPC5, TRPC6,
TRPC7.
Fig. 5. Expression level of genes TRPC1, TRPC3, TRPC4, TRPC5, TRPC6,
TRPC7.

MBIX TPYMIT MPOBOAUIOCH C y4eToM Mopdo-
JIOTUYECKMX  BapMaHTOB  HEMPOTUUECKOTO
cunapoma ®CI'C u MU, B pesynbrate 4ero
TOJTy4YeHbI IOCTOBEPHbBIE Pa3JIMUMSI TTI0 YPOBHIO
skcnpeccun reHoB TRPC3 v TRPC6 (ta6m. 4).

KoppensiimoHHbIil aHanM3 ToKa3ayl TIpsi-
MYIO CHJIBHYIO CBSI3b MEXIy (PoKaJbHO-Cer-
MEHTapHBIM TJIOMEPYIOCKIEPO30M 1 YPOBHEM
skcrpeccun reHoB TRPC6 (r=0,87; p<0,05)
u TRPC3 (r=0,87; p<0,05).

00GcyxaeHue

Pesynbrarel Hacrosiiieir paboThl  Tiep-
CTMEeKTUBHbBI B U3YYEHNU TTaToTeHe3a (hoKalb-
HO-CEerMeHTapHOTO TJIOMEPYJIOCKIEpO3a
y JHeTrefi ¢ TIepBUYHBIM HEDPOTUUECKUM
cuaapomoM. DopmupoBaHue (HOKATBHOTO
CerMeHTapHOTI0 TJIOMEPYJIOCKIepo3a HabJIio-
JlaeTcsl TIPEUMMYILIECTBEHHO TIPU  TSIKEJbIX
BapMaHTax He(MPOTUUECKOro CHUHApPOMA,
KOTOpbIe JIMOO PE3UCTeHTHBI K CTaHAapT-
HOIl Tepanmuu CcTepouaamMu, JUOO HMEIT
CTepPOMIHYIO 3aBUCUMOCTh. [loMck paHHUX
MapkepoB (hopMUpoOBaHUS (POKATBHOTO Cer-
MEHTApHOTO TJIOMEPYJIOCKJIEpo3a 10 TpOBe-
neHust HeppoOUOTICUM HaM TIPEACTaBISIeTCS
MepcrnekKTUBHBIM. B KauecTBe Takux mMapke-
POB BO3MOXHO MCMOJb30BaHUE oOIpesese-
HUs aKkcnpeccun reHoB TRPC3 w TRPC6,
YTO TIO3BOJISIET TIPOTHO3MPOBATh pa3BUTHUE
y nauueHTa (hoKaabHO-CEerMEHTapHOIO TJIO-
MEPYJIOCKIIepO3a.

Kpome TOro, BBICOKYIO 3KCIIPECCHIO
reHa TRPC6 MOXHO paclLieHUTh KaK KOC-
BEHHBIN MpHU3HAK MMeIomeics uanm ¢GopMu-
pymoouieicss CTepOUAHON PE3UCTEHTHOCTHU
y IeTeli ¢ IepBUYHBIM HE(PPOTUUECKUM CUH-
npomoM. [lpu aToM mpemapatamu BbIOOpa
IUTST UMMYHOCYTIPECCUBHOM Teparnuu y 3TUX
MalMeHTOB OynyT WHTUOUTOPHI KaJlblM-
HEBpUHA. DTO OOBSICHSIETCS TpPEXaAe BCEro
0COOEHHOCTBIO B3aMMOJICHICTBUSI  KaJIbLIM-
HeBpuHa ¢ perentopamu cemeiictea TRPC,
Ha 4YTO YKa3aHO paHee.

Tabauya 3. YpoBeHb SKCIIPECCHH T'eHOB KATHOHHBIX KAHAJIOB MOTeHIMAIBLHOTO penentopa TRPC3, TRPCS5 u TRPC6, ycn.en. (M=xm)
Table 3. The level of gene expression of the cationic channels of the potential receptor TRPC3, TRPC5, TRPC6, conventional units (M=m)

Yucno

Ipynna IALHeHTOB TRPC3 TRPCS5, yea.en. TRPC6, yca.en.
1. Crepouape3ncTeHTHBIN He(POTUUECKUIN CUHAPOM 16 3,34%4,7 1,7£0,6 24,9+10,3
1. CtepouazaBucuMblii HePOTUUECKUIA CUHIPOM 22 1,69£0,59 1,5+0,4 20,5+9,1
I11. CtepouauyBCTBUTENbHBIN HEDPOTUUECKUI CUHIPOM 10 1,3+0,3 1,3%0,3 8,814,9
Ipyrnmna KoHTpoJIst 24 1,6%0,3 1,5+0.,4 7,03%£4,03
DoKaabHO-CEerMEeHTapHBIN TIIOMEPYJI0CKIEPO3 26 2,97+4,4 1,69%0,5 27,3%6,9
MuHuMabHbIE U3MEHEHUS 9 1,23+0,3 1,4+0,37 10,2+3,8
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Puc. 6. YpoBenb 3kcnpeccuu rena TRPC6 'y neteii co crepounpesuctusibiv Hepporuueckum cuaapomom (CPHC), crepuoauyBcTBu-
TeJbHbIM HepoTHyeckuM cunapomom (CHHC) u B rpynmne KOHTpOJIs.

* — pa3JyIMyKs NPU CPABHEHNH OOJIBHBIX ¢ He(hPOTHIECKUM CHHIPOMOM B 3aBUCHMOCTH OT CTEPOUIHOI YyBCTBUTEILHOCTH TOCTOBEPHBI.
Fig. 6. Expression level of the TRPC6 gene in children with Steroid Resistive Nephrotic Syndrome, Steroid Sensitive Nephrotic Syn-
drome, control group.

* — differences when comparing patients with nephrotic syndrome depending on steroid sensitivity are significant (p<0.05).

Tabauya 4. YpoBeHb 3KCPECCHH FeHOB KATHOHHBIX KAHAJIOB MOTEHIMAIBHOrO penentopa 7RPC3 u TRPC6 B 3aBUCHMOCTH
0T MOpP(0I0OrMIecKoro BApMaHTa He(hpOTHIECKOro CHHAPOMA, yCL.ea. (Mzm)

Table 4. The level of gene expression of the cationic channels of the potential receptor 7TRPC3 and TRPC6 according

to the morphological variant of nephrotic syndrome, conventional units (Mzxm)

Yucno

Tpynna nasenTos TRPC3 TRPC6

1. dokanbHO-CerMeHTapHbII [JIOMEPYIOCKIEPO3 26 2,9714,4 27,3%£6,9
II. MuHuMasIbHBIE U3MEHEHUST 9 1,23+0,3 10,2+3,8
Piu — 0,003* 0,000002*

IIpumeuanue. * — TOCTOBEPHBIEC PA3IMIH TIPU CPABHEHUU OOTBHBIX C HE(PPOTUIECKIUM CHHIPOMOM B 3aBUCUMOCTH OT MOP(hOJIOTMYECKOTO Bapy-
anra (p<0,05).

3aknoyeHue HHNEC KaJbIMHECBPUHOB KaK IIPpEIiapaToB HepBOﬁ JIMHUHN
HMMYHOCYHDCCCHBHOﬁ TCpanuun, y nMammeHTOB C He(b—
Takum 06pa30M, Ha OCHOBaHWM TMOJYYCHHBbIX POTUYECKUM CHUHIAPOMOM C NO3ULIUI NEPCOHAIN3U-

pe3y/bTaToB MOKa3aHa BaXKHOCTb Pa3pabOTKU JUarHo- poBaHHOI Tepanuu. Kpome TOoro, maHHasi TeXHOJOTHUS
CTUYECKUX TaHesJeil Ha OCHOBE MOJUMEpPA3HOU liemn- MO3BOJIUT TPOTHO3UPOBATh pPa3BUTHE HEOJIATOMPUSIT-
Holt peakiiuu B peasbHOM BpeMeHU (Real-Time PCR), HOTro MOpP(OJIOTMYECKOTO BapuaHTa UAMOTIATUYECKOTO
KOTOpPBIE MO3BOJISIT IPOrHO3MPOBATh UYBCTBUTEJBHOCTh  HEe(POTUUYECKOTO CUHIpOMa — (DOKAJIbHOTO CerMeHTap-
K CTepOMIHON Tepanmuu M OOOCHOBATh HCITOJb30Ba- HOTO IJIOMEPYJIOCKIIEPO3a.
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