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The paper presents the data available in the literature on the pathogenetic mechanisms of minimal-change nephrotic syndrome and
also describes its clinical and histological signs, course, and treatment principles.
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HnnonaaneCKnﬁ HedpoTUUeCKUN  CUHIPOM
C MUHUMAaJIbHBIMU ~ U3MEHEHUSIMU  OTHOCHUTCS
K peIKUM 3a0oJieBaHUSIM W 3aHMMAaeT OCHOBHOE Me-
CTO B CTPYKType He(pOTHMUECKOro CUHIpPOMA Y IETei,
coctaBisis 80—90% ciydaeB cpeau neTeil B Bo3pacTte
no 10 mer [1, 2]. Hedporuueckuii cCUHIPOM XapakTe-
pusyeTcsl pa3BUTHEM NpoTeuHypuu Oosiee 3,0 r/cyT
(>50mr/xr BcyTtku wid >40Mr/m?/9), CHUXEHUEM
YPOBHSI albOyMMHA KPOBU MeHee 25 T/, TUepIUuIIn -
IeMUEN U pa3BUTHEM OTEKOB [3].

[To mTaHHBIM AMTUIEMUOIOTUICCKUX UCCICIOBAHUIA,
exeronHas 3a00JIeBa€MOCTb HEMPOTUYECKUM CUH-
npomMoM cocrtasiisier 2—7 ciaydaeB Ha 100 000 nereit,
pacrnipoctpaHeHHOCTh — 16 Ha 100 000 mereit [4]. Ero
JacToTa 3aBUCHUT OT Bo3pacTa pebeHKa, ITHUYCCKOU
MPUHAIJIEKHOCTH, 110JIa U COLIMAJIbHOTO YPOBHS. Y ad-
poaMepuKaHIeB He(POTUISCKUI CUHIPOM BCTpeUaeT-
cs pexe, YeM Y eBPOIIEHCKOTrO M a3MaTcKOro Hacelie-
HUSI, OMHAKO MMeeT OoJiee HeONArompsTHBIA TTPOTHO3
B CBSI3U C BBICOKOW YacTOTON CTEPOUAPE3UCTEHTHBIX
¢dopm. Manbuuku 60Jier0T B 2 pa3a yalle aeBovek [5].

Mopdonoruueckoit  OCHOBOW  MAMONATUYECKO-
o HehPOTUIECKOTO CUHIpPOMA Yy IeTeH SBISIOTCS
MHUHUMaJIbHBIC WM3MEHCHUsS, KOTOPBIE BCTPEUYAIOTCS
y 85% manueHTOB [6], B OCTAIbHBIX CIy4asX BBbISIBIISI-
eTcsa (HOKaJbHO-CETMEHTAPHBIA  TIOMEpPYJIOCKICPO3
1 Me3aHTUOIpOoTNdepaTuBHBIC U3MEHEHUs, PEIKO
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MeMOpaHonpoaudepaTuBHbIe U3MEHEHUS] U MeMOpa-
Ho3Hasi Hedponatusi. MUHUMaIbHbIE W3MEHEHMUS
MpU UAMONATUYECKOM HeDPOTUUYECKOM CUHIPOME Xa-
PaKTEepU3YIOTCSl HAPYUIEHUEM CTPYKTYpPhl MOJOLIUTOB,
BBISIBJISIEMBIM TIPU 2JIEKTPOHHOU MUKpPOCKONUU Ou-
ornrara nouku. [1pu cBeTOBOI MUKPOCKOMUU pa3Mephbl
U CTPYKTYPBI IJIOMEPYJ COXPaHHbBI, MOXET Ha0JII01aTh-
Csl He3HAUYUTEJbHOE YBEJUYEHUE ME3aHTMaJIbHOW Ma-
TPULBI U YMEpEeHHasl mpoaudepalis Me3aHTMOLIUTOB,
OoyaroBble U3MEHEHMs KaHaJblleB, OTEK W BaKyoJM3a-
LM SMUTETMATbHBIX KIETOK (CM. PUCYHOK).

Bcem petaMm ¢ HeppoTUueCKUM CUHIPOMOM, cOTJiac-
Ho pekoMeHaanusm ISKDC/APN, nokazaHo Ha3Haye-
HHE TIIFOKOKOPTUKOCTEPOUIOB B 03¢ 60 MT/M? B CYTKH
WU 2MT/KT B CYTKH (He 6ojiee 60 Mr/cyT) B TeYeHUE
6 Hen, a 3aTeM yepe3 JeHb B 1o3¢ 40 mr/M? wnu 1,5 mr/Kr
OJIHOKPATHO WJIY IPOOHO B MEPBOii MOJOBUHE THS (MaK-
cumyM 40Mr/48 4) B TeueHre 4—6 Hell ¢ TOCTEITEHHBIM
CHUXXEHUEM J03bl MO0 SMI 1 pa3 B Hees1o A0 MOJHOM
oTMeHbl [7]. DddeKkTuBHOCTh Tepanuu TITIOKOKOPTU-
KOCTEPOUIaMU OLIEHMBAETCS 110 YPOBHIO MPOTEUHYPUU.
B 3aBucumoctu ot achdexra Tepanuu BbIIACISIOT CTEPO-
UIYYBCTBUTEbHBINA U CTEPOUIPEIUCTEHTHBI HEPPOTU-
YeCKUil CUHAPOM (CM. TabJIuILy).

YV 80—95% nmerteit ¢ mmmomaTUYECKUM HebPOTH-
YEeCKMM CUHIPOMOM Da3BUBAETCS IMOJIHAS PEMUCCHUS,
u3 HuX y 30% peumawBbl 3a00ieBaHKUST HE BO3HHUKAIOT,
y 10—20% nereii MMEIOT MECTO pEIKHUE PELMINBEHI,
Yy OCTAJIbHBIX — YacTble PEeUUIUBLI WJIU Pa3BUBAETCS
crepoun3aBucuMocTtb. [lpu peunauBax HedpoTuue-
CKOro CUHApOMa OOJIbIIUHCTBO JETEH COXPAHSIOT CTe-
POUIUYYBCTBUTEIBHOCTD, UMEIOT OJIATONPUSTHBINA MPO-
THO3 U CTaOWJIbHbIE MTOYEUHbIe (DYHKIIUHU.
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Pucyrok. Tuctonormieckas KapTuHa MURMMAJILHBIX M3MEHeHHii IPH He()POTHIECKOM CHHIPOME.

a — HOPMAaJIbHBIM KJIyOOUeK IpHU CBETOBOM MMKpocKomuu. OKpacka reMaTOKCHMIMHOM M 303uHOM. X400; 6 — muddy3Hoe pacruia-
CThIBaHUE (CIMSIHUE) MaJIBIX OTPOCTKOB MOJOLIMTOB MPU 3JEKTPOHHOM MuKpockomnuu. X1800. Marepual rnpeaocTaBieH 3aB. OTIEIOM
3KCIIEPUMEHTAJILHOI MaToMOP(OJIOTUH U 3JIEeKTPOHHON MUKPOCKOITMH TTaTOJIOTOaHATOMUYECKOTO 610po PocToBCKOIM 001acT! KaHI.

6uon. Hayk I1.E. [ToBumaittute.

JdnutenpHass KOPTUKOCTEPOUIHAS Teparus TpU-
BOJIUT K Pa3BUTUIO CEPbE3HBIX OCIOXHEHUN (3amep-
’XKa poCTa, OCTEOINOpoO3, KaTapakra, TMITOTOHAINU3M,
IMOpaxXeHne XKeJIyIOYHO-KUIIETYHOTO TpaKTa, AUadeT
U Ip.), TMO3TOMY JACTSIM C 9acTO PEUMIMBUPYIOIIAM
U CTePOMI3aBUCUMBIM HEDPOTUICCKUM CUHIPOMOM
Ha3HAvYalTCI MMMYHOCYIIPECCUBHBIE  ITperapaThl
IJIST MHOYKIIUWA JUTUTEIbHON pPeMUCCUU (aTKUITUPYIO-
1IMe areHThl, LIUKJIOCIIOPUH, MUKOdeHosaTa Mode-
TWJI, pUTYKCUMa0).

MexaHU3MBI, JieXalllie B OCHOBE pPa3BUTHUS WIM-
OIaTUYECKOTO HEe(MPOTUICCKOTO CUHIpPOMAa C MUHU-
MaJIbHBIMU M3MEHEHUSIMU, U3YIAIOTCS 10 HACTOSIIIETO

BPEMEHHU M OKOHYATEJbHO HesaCHbl. OgHAaKO ucceno-
BaHUsI TMOCJEAHUX JIET CYIIECTBEHHO W3MEHWIU MO-
HUMaHUE MaTOTeHETUYECKUX MEXaHU3MOB DPa3BUTUS
He(POTUYECKOTO CUHApPOMa Yy AeTeil. Ompenesonyto
pOJib B pa3BUTUU HEPPOTUUECKOTO CUHIPOMA UIPAIOT
MOJOLUUTHI. AKTUHOBBIN LIMTOCKEJET MOJOLIMTOB SIBJISI-
eTCsl BaXHOM CTPYKTypoil moyeyHoro uiabTpa, mpe-
MPETNSITCTBYIOEr0 MPOHUKHOBEHUIO OEJIKOB B MOYY.
IToBpexaeHue NOAOLMUTOB MO/ BO3IEHCTBUEM pa3iny-
HbIX (DaKTOPOB COMPOBOXKAAETCS YCUJIEHHBIM arormn-
TO30M W MOBBIIIEHUEM MPOHULIAEMOCTU IOYEYHOTO
dunbrpa.

IMpemryioxkeHO HECKOJIbKO TMMOTEe3 Pa3BUTUS UIM-

Tabauya. Tepmuns! u onpenienenns HepoOTHIECKOro cHHAPoMA (MomupuKamus) [8]

Knaccudukanms

OrnpeneneHne

Pemuccus

YactuuHast peEMUCCHUA

OTcyTcTBUE MPOTENHYPUHU B PA30BOM MJTH CYyTOYHOM aHATM3e

MOYH, TIPOTEMH-KpeaTUHUHOBBIN MHIEKC <200 Mr/T

(<20 Mr/mMmodb) uiu <1+ Mo TecT-nosockaM 3 AHS MOAPSI

YMeHbleHue npotenHypun Ha 50% win 6osiee OT UCXOHOIO YPOB-

HSI, TPOTeNH-KpeaTnHUHOBBIN nHaekc 200—2000 mr/T (20—200

CTeponape3nCcTeHTHOCTh

O06ocTpeHune

Penkue PEeLUINBBI

YacTeie peruanBhI

CTepoua3aBuCUMOCTb

TlozaHss CTEPOUAPEIUCTEHTHOCTD

MTI'/MMOJIb)

OTCyTCTBUY PEMUCCUHN TIOCTIE 8§ HEMl Teparui KOPTUKOCTEPOUTAMU

B 03¢ 2 MI/KT (He 6osiee 60 Mr/cyT)

IpoTenH-KpeaTHHUHOBBIA MHIEKC 22000 Mr/T (2200 MI/MMOJIb),

win 2300 mr/mwt wim 3+ 1o TecT-moJocKam

OnHo 060CTp€HI/Ie B TeueHue 6 Mec OT Hayaa 3a60JIeBaHIS UITH

1—3 penunusa B TeueHue 12 mec

JIBa u GoJjice pelManBa B TeueHrEe 6 Mec OT Havyasia 3a00JIeBaHMS

uiu 4 1 6osee pelMauBa B TedeHue 12 Mec

J1Ba mocJjieaoBaTe/IbHbIX peLMAMBA Ha (DOHE KOPTUKOCTEPOMUIHOM
Teparmuu Wi yepe3 14 mHeii mociie MpeKpanieHust Tepanun

Croiikast MpOTEMHYPHs B TeUeHUE 4 Hell U OoJiee Teparniy KOPTU-

KOCTepoMIaMu Tocie | WM HECKOJIbKUX PEMUCCHUTA
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OTaTUYECKOTO HEe(MPOTUIECKOTO CUHIpPOMa C MUHU-
MaJIbHBIMW U3MEHEHUSMHU, OOBEIMHSIONINX JIBa B3au-
MOCBSI3aHHBIX MEXaHW3Ma: MMMYHHas JTUCPETYJISIIUS
B BUIIE HapyIICHUsI co3peBaHUs, OTU(GdEpeHINPOBKU
u peryasiuuu T- u B-numbouutos u auchyHKIUS M0-
TOIIUTOB.

Juchynknusa T-mumdouuton

Benmymryro poab B IaroreHese He(@pPOTHUYECKOTO
CHHIPOMa ¢ MUHUMAaJbHBIMU U3MEHEHUSIMU 10 HaCTO-
S1Iero BpeMeHU oTBOIIT auchdyHkuuu T-numdboun-
toB. Emte B 1974 . R. Shalhoub npeamnoioxun HaTuume
IUPKYJIUPYIOIINX (HaKTOPOB MPOHUIIAEMOCTH, CeKpe-
TUPYEMBIX aHOMAJTbHBIMU T-KJIETKAMW W ITPUBOISIIITNX
K pa3BuTHUIO HeppoTnueckoro cuHapoma [8]. C Tex rmop
ITPOBEJICHO MHOXECTBO WCCJICIOBaHUIA, YTOOBI JTOKa-
3aTh 3TY CBSI3b.

Hawubonee nHTepecHbIM ObLIO SKCMEPUMEHTATBHOE UC-
cinenoBaHue A. Koyama (1991), B KoTopoMm mokaszaHO pa3-
BUTHE BBIPasKCHHOU MTPOTEMHYPHUH Y KPBIC TIPU BHYTPUBCH-
HOM BBEICHUY TMOPUIHOTO KJIOHA T-KJIETOK OT MalleHTOB
C aKTUBHBIM HE(MPOTHYECKUM CUHIPOMOM U OTCYTCTBUE
M3MEHCHMIA TIPY BBEICHUN aHAJIOTMYHOTO KJIOHA, TIOJy-
YEHHOTO OT 3MOPOBBIX MAIMEHTOB. BBUTO TpeonokeHo,
YTO IUMGOKUHBI, TIPOMyIMpyeMble T-KIIeTKaMu, SIBJIsI-
I0TCSl  TJIOMEPYJISIpHbIM - (DaKTOpoM TpoHuLaemoctu [9].
[Tpu manmpHelIIIEM TIOMCKe (haKTOPOB, BIUSIIONIMX Ha TIPO-
HUIIAEMOCTh TJIIOMEPYJIIPHOI MeMOpPaHBI, BBISIBIIEHA 3KC-
TIPeCcCHsl Pa3IMIHBIX IIMTOKMHOB B aKTUBHYIO (hazy Hedpo-
TUYECKOTO CHHIPOMA.

OIHUM U3 MPOBOCTIATUTEIBHBIX IINTOKUHOB, KOTO-
pBIfl CHHTE3UPYEeTCs MakKpodaraMu, 3MUTeIHaTbHBIMU
Y 3HIOTETMATBHBIMUA KJIETKaMU U MOXET OBITh BOBJIC-
YeH B MAaTOT€HE3 WAMOIATUYECKOTO He(MpPOTUYECKOTo
CHHIPOMa C MUHUMAJbHBIMU MU3MCHCHUSMU, SIBIISCT-
cs MHTepJeKMH-8. OH MOXET OKa3blBaTh HE3aBHCH-
MO€ BO3JICICTBHE Ha KIYOOYKOBYIO ITPOHUIIAEMOCTD,
YTO YCTAHOBJIEHO B 3KCIIepMMeHTe. JmuTeabHOe BBe-
NIeHUe WHTePJICHKNHA-8 B JIEBYIO MTOYCYHYIO apTepUIo
KPBIC TIPUBEJIO K YBEIUICHUIO SKCKPEIINU aTbOyMUHA
C MOYOIf, YTO CBSI3aHO C TOBBIIICHWEM KaTabom3Ma
renapaHcyyibdara KiyooukoBoil 0Oa3aibHOU MemOpa-
Hbl U CHUXXKEHUEM ee oTpuuareiabHoro 3apsima [10].
TeM He MeHee CTeIeHb MPOTEUHYPUHN, HaOTIOMaBIIAs-
cs1 'y KpBIC, ObIT1a MEHBIIIE HE(POTUIECKOTO YPOBHSI.

B HOpMe aKcmpeccus U BBICBOOOXIEHUE ITUTO-

KUHOB T-KjIeTKaMu — KpaTKOBPEMEHHBIN Mpoliecc,
KoTophlil peryaupyercst T-cynpeccopamu (T-perysi-
TOPHBIMU KJIETKAMU); UX OCHOBHAsI POJib — KOHTP-

0JIMPOBATh JUIMTEJbHOCTh UMMYHHOTO OTBETa W aKTU-
Bauuoo 3pdekTopHbix T-kneToK (T-LUTOTOKCHMYECKUX
u T-xennepoB). s cynpeccu WMMYHHOTO OTBETa
T-peryasiTopHble KJIETKU BbIACISIOT pa3jiMuHbIE LIU-
TOKWHBI, B YAaCTHOCTU TpaHchopMUpylolIUit (GakTop
pocta-f w mHTepneiikun-10. WHTepneilkua-10 —
MPOTUBOBOCHAIUTENbHBI LIMTOKWH, YYaCTBYIOIIU
B peryyisiuu OaynaHca T-xenrepoB 1-ro u 2-ro THUIIOB.

OBb30PbI JINTEPATYPbI

T-xennepsl 1-ro TUMa CEKPETUPYIOT UHTEPJEHKUH-2,
y-uHTepdhepoH, GaKTop HEKpo3a OIyXOJHW-f | yda-
CTBYIOT B KJIETOYHO-OIMOCPEIOBAHHOM BOCHAJIEHWH,
B TO BpeMsl Kak T-xesrnepbl 2-ro TUMa CUHTE3UPYIOT
MPOTUBOBOCHAJIIUTEIbHbBIE LIUTOKUHBI (MHTEPIAEHKU-
HBI-4, 5, 6, 10, 13 map.), CTUMYJIUPYS TYMOpaJIbHOE
3BEHO UMMYHUTeTa — cuHTe3 aHTuTel IgE, IgA u IgG4.
[Tpu noBeilleHUM YPOBHS MHTepJeiikuHa-10 GanaHc
caBuUraeTcst B cTopoHy T-xenmnepoB 2-ro tumna. B akc-
MEePUMEHTAIbHBIX MOJEJSIX Ha XKMBOTHBIX [MOKa3aHO,
YTO Y KPbIC, TOJYYaBIIMX WHBEKIMU WHTEPJEHKU-
Ha-10 3a cyTKkU 10 UHULMALMU HedpUTa, CTETIEHb TPO-
TeWHYpUM ObLJIa HIKE Ha 75 % 110 CpaBHEHUIO C KOHTP-
onem [11]. B uccnenosanuu C. Araya (2009) nmokazaH
JIOCTOBEPHO OoJsiee HU3KUI ypOBEHb MHTepielikuHa-10
B KPOBM Yy MallMEHTOB IpPU 000CTpeHUU HedpoTuue-
CKOro CHHApPOMA I10 CPaBHEHMIO C MalMeHTaMu, Ha-
XOJSIIMMUCS B PEMUCCUU HEDPOTUUYECKOTO CUHIPO-
Ma, ¥ rpynmnoil Kontposs. Takum o6pa3om, CHUXEHUE
dynkuun T-peryasTopHbIX KIETOK MOXET OObSICHUTH
MEePCUCTEHLIMIO MPOBOCMAIUTENbHBIX LIMTOKUHOB, BbI-
SIBJIIEMBIX MTPU HebpoTUUeCcKOM cuHapome [12].

CABUT UMMYHHOI CUCTEMbBI B CTOPOHY MOBbILIEHUSI
aKTUBHOCTHU T-KJIETOK 2-T0 TUMA NPUBOIUT KakK K MO-
BollIeHUIO ypoBHS IgE B KpoBU B akTUBHYIO (ha3y He-
dporudeckoro cUuHApoMa, Tak U K yBEJIUUYEHUIO CO-
nepxaHus IgE B Moye BHe 3aBUCMMOCTU OT YPOBHS
B KPOBM U €TI0 CHUXKEHUIO MPU YMEHbIIEHUU aKTUB-
HOCTU HedpoTuueckoro cuHapoma. MmeloTcs paH-
Hbl€ O MOBbIIEHUU YpOBHs ob1iero IgE B chiBOpoTKe
KPOBU TMPU OTCYTCTBUU KJIMHUYECKUX TPOSIBICHUIA
ajjiepruyeckoro 3abojieBaHus y AeTeil ¢ HeppoTuue-
CKMM CUHAPOMOM B MEPUON OOOCTPEHUSI U O HOpMa-
auzaiuu ero B nepuon pemuccuu [13]. Kak nmokazanu
MocJaeHUEe UCCAEeIOBAHUS, MPOTEUHYPHUS U MOBbIIIE-
Hue ypoBHs IgE B chIBOpOTKE KPOBM BbI3BAHbI YCH-
JIEHUEM CHMHTe3a UHTepJselikuHa-13, uyTo obycioBie-
HO MHAYKIMUENH KocTUMyaupyoueit Mmoaekyasl CD80
(B7-1) na nmogouutax. M30bITOK uHTEepsaelkuHa-13
MOXET MPUBOAUTH K Pa3BUTUIO HEPPOTUUECKOTO CUH-
npoma ¢ Auddy3Ho# peaykiiMeit moaouToB, onpeae-
JISIEMOi TIpU 9JEKTPOHHONW MUKPOCKOIUU, YTO MPO-
JIEMOHCTPUPOBAHO B 3KcnepumeHTe [14].

BaxHo, 4TO U ITIOKOKOPTUKOMIBI UTPAIOT 3HAUM-
Myt poib B peryiasuun IgE. TuapokopTtuszoH, Hanpu-
Mep, MOXeT UHAylMpoBaTh cuHTe3 IgE u nHTepneiku-
Ha-4 B O4YMILIEHHbIX B-K1eTKax 1OHOPOB, HE UMEIOLINX
ajepruyeckux 3abosieBaHuil [15—17]. DTu naHHbie
MOTYT OOBSICHUTD BBICOKYIO YACTOTY MOBbILIEHUS YPOB-
Hs1 cbhiBopoTouHoro IgE ynereit c HedbpoTHueckum
CUHIPOMOM B Iepuos OOOCTPEHHUs] MPU OTCYTCTBUU
KJInHUYeckux cumnroMmoB IgE-omocpenoBanHoro 3a-
OoJsieBaHUsL.

Hykneapuplii pakTop TpaHCKpPUNIMKA Kanna

M3BecTHO Takke, YTO pa3BUTUE HEDPOTUUECKOTO
CUHJpOMa Y ieTeil 4acTO acCOUMUPYETCsl C pecrupa-
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TOPHBIMU BUPYCHBIMU MHbeKIMIMU. OnHUM U3 (ak-
TOPOB, KOHTPOJUPYIOIIUX UMMYHHBIA OTBET MpPU BU-
PYCHBIX U OaKTepUaJbHbIX WHMEKIUAX, SBISIETCS
HyKJeapHbli (pakTop TpaHckpunuuu kanmna (NF-kB).
CuHtes aTtoro (akropa akTuBupyetcs dyepes Toll-mo-
NIOOHbBIE PELENTOPbl U PELIENTOPbl K UHTEPJIeHKUHY-1,
a Takxke ¢aktop Hekposa omnyxonu-a. NF-kB perynu-
pYyeT dKCIPECCUI0 MHOTUX MPOBOCMAIUTEIbHBIX TEHOB,
KOAUPYIOUINX CUHTE3 UHTepAeKMHOB-1, 2, 6, 8, dak-
TOpa HEKPO3a OMYyXOJU-A U Jp., OBbILLIEHUE KOTOPOTO
BBISIBJIEHO MPU 000CTPEHUU HEDPOTUUECKOTO CUHIPO-
ma [18—20]. Ilpu HeZOCTaTOUHOM CHHTE3€ WHIUOU-
topoB NF-kB npoucxoaut HapyueHue T-KjeTOYHOM
aKTMBAIlMM W PETyJSILIMU aroIlTo3a, a TaKXe MPOaAyK-
LIMA TIPOTMBOBOCHAIUTENbHBIX LIMTOKUHOB. [ToaToMy
MPEeNnoyoXeHO yJacThe JaHHOro hakTopa B pa3BUTUU
nedoTa M 000CTpeHU He(PPOTUYECKOTO CHHApPOMA,
KOTOpbIe 4YacTo MaHUdecTUpylroT Ha ¢hoHe BUPYCHOI
uHdekuuu [21]. boictpblit 93DdEKT MITIOKOKOPTUKOU-
JIOB ITPpU HEPPOTUUECKOM CUHAPOME C MUHUMATbHBIMU
U3MEHEHUSIMU OOBSICHSIETCSl HE TOJbKO MOJIaBJIeHUEM
CUHTE3a MPOBOCHAIUTENbHBIX LIUTOKUHOB M CHMXE-
HUEM akTuBauuu u npoaudepauuu T-xeanepoB l-ro
U 2-TO TUIIOB, HO U CHUXeHUeM akTuBHocTM NF-kB,
YTO paccMaTpuBaeTCs B MOJb3Y TMIIOTE3bl poju T-kJje-
ToyHO#l nucdyHkuuu u yyactusi NF-kB B matorenese
HedpoTUYeCcKoTro cuHapoma [22].

Juchynkuusa B-nmumbouuros

OnHako He Tosibko T-kjeTku, HO Takxke B-kier-
KU U B-KJjieToOuHbIe MPOAYKTHI MOTYT ObITh BOBJIEUEHbI
B MaTOreHe3 UAMONaTUYeCKOro HepoOTUIYECKOro CUH-
npoma. HenaBHue uccienoBaHusl MOKa3ajlu BaXHYIO
pOJIb PEryasaTopHoOTro 6esika ceMeiicTBa MHTEpGhEPOHOB
(IFR4) B cospeBaHuu u nuddepeHuuponke B-kie-
ToK. Kpome Toro, oH crioco6eH noaasisaTh T-xeanepbl
2-ro TUma, MOBbIIAA AKTUBHOCTb T-peryysiTOPHBIX
kjeTtok. B To xe Bpems nuddepeHuuponka u byHK-
uust  T-peryasToOpHbIX KJIETOK KOHTPOJUPYIOTCS
TpaHCKpUNLUMOHHBIM hakTopoM FoxP3, npu nebuuu-
T€ KOTOPOIrO Pa3BUBAIOTCSI TSIKeJble ayTOMMMYHHbBIE
3a00JieBaHUsl, OOYCJIOBJIEHHbIE HEKOHTPOJIUPYEMbIM
CUHTE30M LIUTOKMHOB [23]. HapylieHue B3aumopeii-
ctBust T- 1 B-kj1eTok B maToreHe3e MAMONATUYECKOTO
He(GPOTUUECKOr0 CUHAPOMA KOCBEHHO MOATBEpPXKIa-
ercst 9 GEKTUBHBIM UCIIOJb30BaAHUEM MUKO(EHOIaTa
ModeTnsia U puTyKcuMaba Npu JIEUEHUU YacTo pe-
LUIUBUPYIOLIETO U CTEPOUI3aBUCUMOrO HedpoTUuue-
CKOTO CUHIpOMa.

Hespeaoctb T-mumpouuton

Tumyc sBJsSIETCSI OCHOBHBIM JUMGMOUAHBIM Opra-
HOM, YUYacCTBYIOLIMM B CO3peBaHUU U AUDdepeHIInpOoB-
ke T-kJeTok, a Takxe B CO3JaHUU ayTOTOJIEPAHTHO-
ctu. [eHepupoBaHue HOBBIX T-KJIETOK TUMYCA 3aBUCUT
OT FeMOTIO3TUYECKUX CTBOJIOBBIX KieTokK (CJ134+).
B skcnepuMeHTe Ha MBIIIMHON MOJIEIW TTOKa3aHa poJib
He3pesblX («HauBHbIX») T-KJIE€TOK B UMMYHHOM MO-

BPEXICHUM TTOAOIMTOB TP UANOITATHIECKOM Hedpo-
TUYECKOM CHHApoMe. Tak, Py WHBEKIIUN CTBOJIOBBIX
TEMOTIOATUYECKUX KJIETOK OT OOJTBHBIX C aKTUBHOM
¢azoit HepPOTUUECKOrO CUHAPOMA BBISIBJICHO pa3BU-
THE MTPOTCUHYPUU U CTJIaKMBaHWE HOXEK TOMOINTOB.
Kpome ToT0, y G0JBHBIX ¢ peIMINBOM He(DPOTHIECKO-
ro CUMHIpOMa BBISIBJIEHO MoBbilieHUe ypoBHs CJ134+
B2 pasza 10 CPaBHEHHIO C TAaKOBBIM y OOJIBHBIX B CTa-
IUW peMUCCUU HedPOTUUECKOTO CHHIPOMA U IPYII-
IO KOHTPOJIS, a TaKKe CHIDKEHUE KojimyecTBa B-Kire-
TOK W TTOBBIIICHUE YPOBHSI €CTECTBEHHBIX KUJUICPOB,
YTO MTOATBEPXKIACT POJIb NMCHYHKIIMYU T-KIETOK U yya-
ctust Hespedibix T-nmumdouuToB B matoreHese Hedpo-
TUYECKOTO cuHapoMa [24, 25].

JIMchyHKIHS MOAOUUTOB

B otniune ot cTepouape3ncTeHTHOTO HedpoTHude-
CKOTro CMHAPOMA, I/ie JOKa3aHa poJib FeHOB, KOAUPYIO-
IIAX CUHTE3 CTPYKTYPHBIX OSITKOB IIEJICBON MEMOpPaHbI
U MONOLIMTAPHOTO CKeJieTa [JIoOMEpYJ, MAuoINaruye-
CKMI1 HeDPOTUUECKUI CUHIPOM BCETHa CUMTAICST M-
MYHHBIM 3a0o0JieBaHUEM H3-3a 9(POEKTUBHOCTU TJIIO-
KOKOPTUKOWIHOW Tepamuu. B mocimemHee BpeMs
B JIUTEpaType MOSIBWJIMCH TaHHBIE O IMPSIMOM BIUSTHUHT
TJTFOKOKOPTUKOUIOB Ha IMTOIOIUTHI Yepe3 TITIOKOKOPTHU -
KOUIHBIC PEIEIITOPHI, U TOKa3aHa UX POJIb B CTAOMIIN-
3allMM HUATEW aKTWHA B 3KCIIEPUMEHTE Ha MBITIax [26,
27]. KpoMme Toro, nokazaHo NpsiMoe AeCTBUE LIMKIIO-
CIIOpWHA Ha aKTWHOBBIN ITMTOCKEJET IOAOIIMTOB BHE
3aBUCUMOCTHU OT (DaKTOPOB, MPUBOISIINX K UX ME30D-
raHu3aluuu, MyTeM OJOKMpoBaHUsS aedochopuaInupo-
BaHUsS AKTUHCBSI3BIBAIOIIETO OCJIKa CUHANTOIOIWHA.
[28]. A Takxke TpeanojoxeHo, YTO MPOTEUHYPUST MO-
KET OBITHh Pe3yJbTaTOM (PePMEHTATUBHON NUCHYHKIIMT
noaouuToB [29]. DT naHHbIE MO3BOJISIIOT MPEAIONO0-
KUTb, UYTO CYIICCTBYIOT pa3MUHbIC (haKTOPHI, TIPUBO-
ISIINE K TMTOBPEXKICHUIO U /VUIM TUCHYHKIIUA TTOI0-
IIMTOB, KOTOPBIC HEIOCTATOYHO M3YYCHBI B HACTOSIIIEE
BpeMsI.

M. Shimada wucoaBt. (2011) mnpeanoaoXuIn,
YTO UAMOTIATHICCKUN HEDPOTUIESCKUI CUHIPOM MO-
KeT ObITh CJIEJACTBUEM «ABOWHOTO ynapar»: UHIYKLIUU
CDS80 (B7-1) peuentopoB MOAOLIMTOB, YTO MPUBO-
IUAT K U3BMEHEHWIO CTPYKTYPBI aKTUHA, W HapyIICHUS
T-perynstopHoii dyHkuuu auMdbouuToB. MHayKIMS
CDS80 moxxeT ObITh pe3yJbTaToOM JIMOO TPSIMOTO CBSI-
3bIBAHUS IIUTOKMHOB C ITOJOLIMTOM, JTUOO aKTUBAIIMHU
Toll-mogoOHBIX peuenTopoB Ha MOJOLMUTAX MPU BU-
PYCHOM WJIM aJUIEPTeHHOM BO3AeicTBUU. B HopMme
skcnpeccuss CD80 BpemeHHasi, U MPOTEUHYPUSI MO-
KeT ObITh MUHMMaJIbHA U3-3a ObICTpOro oTBeTa T-pe-
TYJISITOPHBIX JUMMOIMTOB U 00YCIOBICHA TOBBIIIC-
HUEM aKTUBHOCTHU T-IUTOTOKCHYECKUX TUMMPOIINTOB
(CTLA-4), cunte3oM uHTepJieiikuHa-10 u TpaHcpop-
mupylouero ¢akropa pocrta 6eta. Takum oOpazom,
MIPY UANOMMATUICCKOM HEe(DPOTUUECKOM CHHIPOME
cyuiecTByeT JedeKT caMOperyjasiiiuu TMOJIOLMTOB,
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YTO MPUBOAUT K MOCTOSIHHOW askcmnpeccun CD80O
U cToiikoit mporennypuu [30].

B mociennee BpeMsi TIOJIyYeHBI HOBBIE B3KCIICPU-
MEHTaJIbHBIC TaHHBIC O POJIM OeJiKa ceMelCcTBa TJINKO-
IIPOTEUHOB, CEKPETUPYEMOTO B MOAOIMTAX, — AHTHO-
nostuHnonooHoro 6enka-4 (ANGPTL4) B pazButuu
MIPOTCUHYPUU. B 3KcIeprMeHTe Ha MBIIIaX CBEPXIKC-
Tpeccusl yKa3aHHOTO Oejika TPUBOIUT K Pa3BUTHIO
MIPOTCUHYPUU W CTIAXUBAHUIO HOXEK ITOJOIMTOB.
OtkpbiTue poiu ANGPTL4 B matoreHese HedbpoTu-
YEeCKOTO CHHAPOMa OOBSICHSICT MHOTHE KJIaCCUICCKUE
0COOEHHOCTU 3TOro 3a00JIeBaHUS, B TOM YMCJIEe YYBCT-
BHUTEJIPHOCTh K IIFOKOKOPTUKOUIAM, CEJICKTUBHOCTH
MIPOTCUHYPUU U TIOTEPIO OTPUIIATEILHOTO 3apsiia TIJIo-
MepyJisipHO#t 6a3anbHO MeMOpaHbl [31].

3AK/IIOYEHUE

ITaToreHeTnueckue MEXaHU3MBbI, MNPpUBOAAILINC
K Pa3sBUTUIO UANOIIAaTUYCCKOI'O HC(inOTI/I‘-ICCKOFO CHUH-
JpoMa C MUHUMaAJIbHBIMU HU3MCHCHUAMU, H3Yy4daJIUChb
Ha NMPOTAXCHUN JNECITUTICTUM. npOBCI[CHHHe nucclie-
JOBaHUM4A IMOKa3aJiv, 4YTO UIMONATUYECKUN He(l)pOTI/I'-Ie-
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