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Hedponorua — HayKa 0 601€3HAX NOYEK, MHTErPUPYIOLLAs AOCTUKEHUS MHOMUX OT-
pacnen meauumHbl, Npexae BCEro reHeTUKK, NaToPusnonormm, NnatToMopdonoruu,
UMMyHosiornn. lMNpeobnagatouiee 601bWMHCTBO BPOXAEHHbBIX M MPUOBPETEHHbIX
6onesHen NoYyeKk NpPorpeccupyeT Ao CTagun XPOHUYECKOW MOYe4YHOM HeaocTaTou-
HocTu (XIH) y>ke B A€TCKOM BO3pacTe Wiu, HayaBLIWChb B AETCTBE, JOCTUIAIOT KO-
HEYHOM CcTaauMm B Monoaom BospacTe. B nocnegHmue 10 net npoaonKatT pacTy,
0CO6EeHHO cpean NoApPOCTKOB, 3a60/1EBAEMOCTb OPraHOB MOY€EM0/0BON CUCTEMBI
W MHBaNMAN3aUms, Bbi3BaHHasa 3aTUMKM 6one3Hamu [1]. B ¢Ba3Ku ¢ aTUM MHTEpec K
npo6nemam HedposOrnmn He ocnabeBaer.

Haunbonblee BHMMaHWe HeGPOIOroB NPMBNEKAIOT cneayoumne npobnemsi:

o XIH;

® T[EeHeTMYeCKMe OCHOBbI 60NE3HEN MOYEK U MOYEBbLIBOASLLNX NYTEN;

® MexaHW3Mbl Pa3BUTUSA OTAENbHbIX CMHAPOMOB Npu 60NE3HAX NOYeK (apTepu-
anbHOW rMNEpPTEH3UU, NPOTEUHYPUN);

® MeXxaHW3Mbl MPOrpeccMpoBaHms, NPOrHOCTUYECKME KPUTEPUM TEHEHUSA U UCXO-
[a 6onesHewn no4ek (romepynoHedputa, pedntoKkc-HedponaTnn);

e  3ODEKTUBHOCTb OTAENbHbIX MMMYHOCYNPECCUMBHbIX NpenapaToB, 060CHOBaHMe
HOBbIX TEpaneBTUYECKMX MOAXO0B, OLEHKa LienecoobpasHoCTU PEHOMNPOTEK-
TOPHOW Tepanuu.

lNepBoe MecTo B Te4eHWe MHOrMX NeT 3aHMMaeT npobnema XIMH. B 3apyberkHbix

n34aHuax NyennKyloTcs CBOAHbIE MHOTOLEHTPOBLIE JaHHble O Yyucne aeten ¢ XIMH,

O CTPYKTYpe MmaTonornu, NpuBeLllen K pa3BUTUIO HEAOCTAaTOYHOCTU GYHKLIMK MO-

YyeK. O6¢cyKpaloTcst LOCTOMHCTBA M HELOCTATKMU pa3HbIX METOLOB 3aMeCTUTEIbHOM

Tepanuu (remoavManua, NnepuToHeanbHbIM Ananns, TpaHcnaaHTauus Nnoykm). B cea-

31 C NOSIBIEHMEM HOBbIX UMMYHOCYMPECCUBHbIX MPenapaToB NPOBOASATCSH CPaBHM-

TeNbHble UCCNeaoBaHuUs, NPy 3TOM 3GGEKTUBHOCTb MMMYHOCYNPECCUMN U3yYaeTcs

He TOJIbKO MPU OTTOPXKEHWKU TpaHcnaaHTaTa, HO U NpU 6ONE3HAX TPaHCNIAHTUPO-

BaHHOM MOYKM, BKOYas peuuavB 3aboneBaHWUs, MOCYKMUBLIErO MPUYUHON

pa3sutusa XIMH. NccnenyloTcs MexaHU3Mbl OTTOPXKEHUSA TpaHchnaHTaTa; 4acTtoTa,

natoreHe3 U 0CO6EHHOCTM TeYEHUs OTAENbHbIX CUHAPOMOB, OC/IOMKHSAIOLIMX NOCT-

BASED ON THE ANALYSIS OF THE RUSSIAN AND FOREIGN LITERATURE, THE
AUTHORS HIGHLIGHTED MAIN SCIENTIFIC AREAS OF THE MODERN
NEPHROLOGY. ALONG WITH THE ACHIEVEMENTS IN THE STUDY OF THE KID-

Scientific Center of Children's Health, Russian Academy NEY DISEASES, THERE IS A CERTAIN LAG OF THE RUSSIAN NEPHROLOGY AS

of Medical Sciences, Moscow

Achievements
and perspectives
for the childhood

FAR AS IT CONCERNS GENETIC GROUNDS FOR THE KIDNEY DISEASES AND
ISSUES OF THE RENAL IMPAIRMENT GROWTH AND TREATMENT. THEY LIST-
ED THE SCIENTIFIC AREAS, WHOSE DEVELOPMENT, IN THEIR OPINION, IS
EXPEDIENT AND PERSPECTIVE IN THE FORESEEABLE FUTURE.

KEY WORDS: NEPHROLOGY, CHILDREN.

nephrology development



TpaHcnAaHTaLMOHHbLIN NEPUOA U NPUCOEANHSIOLLMXCS BO Bpe-
MS Auanu3Homn Tepanuu. Cpeau aTUX CUHAPOMOB — OCTeone-
HWS, OTCTaBaHWe B POCTe, runeprnapaTmMpeos, aHemus, rune-
poKcanemus, runeproMoLUCTEUHEMUS U AP.

K coxaneHuio, oTe4yecTtBeHHas Hedponorus B pas3paboTke
npo6nembl XMH ncnbiTbiBaeT onpeaeneHHble TPYAHOCTU. 3TO
CBA3aHO, C OA4HOM CTOPOHbI, C U3Ha4yalbHOM Pa306LLEeHHOC-
Tbl0 HeGPONOros, 3aHMMAIOLLMXCA BOIE3HAMM MOYEK B KOM-
NeHCMPOBAHHOW CTafuu, U CneunanuctoB Mo Auanusy U
TPaHCNNaHTaLum No4vKu, ¢ apyron. O4eBUAHO TaKxKe oTCTaBa-
HWe pa3BUTUA MaTepuanibHON 6a3bl TPAHCNIAHTONOMUN.

B cTpaHe oTcyTcTBYET NonHbIM pernctp aeten ¢ XMNH, xota B
nocnegHue rofbl 34ecCb €CTb HEKOTOPOE MPOABUMKEHME.
Cocrasnsembint ¢ 2000 r. Poccumnckun peructp geten ¢ XIMH,
Ha 2003 r. Brtovan 6onee 1300 605bHbIX [2]. OTMevatoTcs
yBefiMyeHue Ao AeTen MaajlWero Bo3pacTa, a TakxKe yaesb-
HOro Beca NepUTOHeanbHOro Anannaa, UCNonb3yeMoro B ne-
YeHUU B0NbHbIX YKa3aHHOM rpynnbl. JeTn cTapluiero Bo3pacta
M noapocTku ¢ XIMNH B OCHOBHOM Haxo4saTCs Ha reMoananuse.
Okono 30% peten ¢ XIMH XUBYT C NepecarKeHHOW MOYKOW.
3a rog B cTpaHe npoBoanTcs oT 18 g0 37 nepecafoK NoYkM,
B TO BpPeMs KaK peanbHas notpebHocTtb — okono 300. Oco-
6EHHO Mano nepecajoK OT }XMBOro POLCTBEHHOIO JOHOPA.
Bonblimne ycnexu JOCTUTHYTbI B U3YYEHUU FEHETUYECKUX OC-
HOB HedpoTnyeckoro cuHapoma (HC). YcTaHOBMEHO, 4TO
BpoXaeHHbIn HC GUHCKOro Trna Bbl3blBaeTCs MyTaLlMeN reHa
NPHS1, koaupytowero HedpuH, a mytauma reHa NPHS2, Ko-
OMpYoWero nojouuH, NposBASeTcd pa3BUTUEM KaK CeMen-

HOro, Tak W crnopaguMyeckoro crepouipesncteHTHoro HC
(CPHC) ¢ mopdonormyeckom ocHoBoW B BUAE GoOKabHO-Cer-
MeHTapHoro rnomepynockieposa (PCrC). B HacToswee Bpe-
mva B HLLI3/1 PAMH HavaTbl uccnegoBaHus reHa noAoLumHa npm
CPHC petei. YcTaHOBNIEHWE MyTaLMi reHa NoLoLMHa No3Bo-
JIMNO AMarHoCTMpoBaTb CEMENHbIN ayTOCOMHO-PELIECCUBHbIV
HC npu HenHdOOPMaTUBHOCTU APYrMX AMArHOCTUHECKUX Tec-
TOB, BK/OYas GUOMCUI0 MOYKW. PasnnyHble MyTaluu rewa,
accoummpoBaHHble ¢ onyxonbto Bunbmca (WT1-reH), conpo-
BoXaatoTca AMdPY3HbIM Me3aHrMabHbIM CKIEPO30M C pas-
BuTMeM CPHC, cuHapomoB Denis-Drash u Frasier. B HacTos-
wee BpeMs U3BeCTHbl 6onee 30 MyTauui TONIbKO AJ1A reHa
nojoumnHa, 0gHOro M3 6enKoB, obecnevynBalownx HopMasb-
HYIO CTPYKTYpy Mo4eyHoro ¢unbrpa, HapylweHWe KOTOPOWM
BefeT K NpoTenHypuu (tTabn. 1). Hapsgy ¢ reHaMu, Kogupyto-
WMMKU B6eNlKM MNOAOLMTOB, MHTEHCUMBHO M3Yy4aloTCH EHb
PEHUH-aHTMOTEH3UH-anbLoCcTeEPOHOBON cucteMbl (PAAC).
YcTtaHoBNeHa cBA3b NoiMMopdU3Ma reHOB aHMMOTEH3UHIpe-
Bpallatouero pepmeHTa (Ald) n peLenTopoB aHIMOTEH3MHA
C Te4eHUeM, OTBETOM Ha Teparnuio U NPorHo3oMm psaa 6ones-
Her no4yek (tabn. 2). B uccnefoBaHWAX, BbINOSHEHHbLIX B
HL3/4 PAMH, yctaHoBneHa cBs3b |/D nonumopduama reHa
AN® c pazsutnem XIMH B ncxoane HC: y neten ¢ HC B cTtagum
XMH poctoBepHo npeobnagan DD reHOTUN, KOTOPbIA MOXET
ObITb UCMONBb30BaH B Ka4eCTBE rEHETUHECKOro MapKepa npo-
rpeccupoBanusa HC go ctagum XIMH.

1o cOBpeMEHHbIM NPeACTaBNEHUAM, LLeIOCTHOCTb KITy6O4KO-
Boro dunsTpa obecnevynmBaeTcsd B3aUMOLENCTBUEM MOAOLLMU-

Ta6nuua 1. leHeTMYeCcKM 06yCnoBfieHHble 60NE3HN OPraHOB MOYEBOWM CUCTEMBI

len JloKkyc Benok CuHapom
NPHS2 1925-932 MogounH AYTOCOMHO-PELECCUBHbIV CTEPOUAPEINUCTEHTHBIN PCIC
ACTN4 19q13 CaKTHHH 4 AYTOCOMHO-AOMUHaHTHbIN PCIC | TMna (FSGS1) ¢ no3gHnm
ne60TOM NPOTEUHYPUN
? 11921-qg22 ? AyTOCOMHO-A0MUHaHTHbIA PCIC Il TMna (FSGS2)
NPHS1 19q12-q13 HedphH BpoxKaeHHbIN Hedfpomqecmm CV!H,CIDOM (dUHCKOro TMna
C BHYTPUYTPOGHOW NPOTEUHYpPUEN
WM 4, STATG ” CUrHanbHbIM TpaHCAyKTop HCc MMHVIMaﬂbVHbIMM M?MeHeHMﬂMM y netei
M aKTMBaTOop ¢ 6poHxnanbHoM actmoi, 1 IgE
LIMHK-coAepKalLmi Cunapom Denys—Drash: CPHC ¢ annasven NoYeK, My>KCKUM
WT1 11p13 -
HyK/1leapHbIi 6enoK ncesao-repMadpoanuTU3Mom 1/munm onyxosbto Bunbmca
FRAS1 4921 6EM10K BHEKETOUHOrO MATPHKCa Cunapom dpaiizepa: CPHC ¢c aHoManusMu reHutanmin
nnn anadparmbl
COL4A5 X xpomocoma 21-22q Konnarex IV Tuna CuHapom Anbnopta

Ta6nuua 2. [eHeTMYeCcKMe OCHOBbI 60/1e3HelN opraHoB Mo4eBon cuctemsl (reHsl PAAC)

len leHoTHN lNMporHocTuyeckoe 3HayeHne 3a6oneBaHus NoYeK
ACE " BnaronpuATHbIR UCXOA, BbICOKasA YyBCTBUTENBHOCTb ®CIC, pnabetnyeckasn v apyrue
K MHrnéutopam Ard Hedponatuu, IgA-HedponaTtus,
= pednioKkc-HedbponaTug,
MeHee 6naronpusaTHbIN UCXOA, YMEHbLLIEHWE HYYBCTBUTENBHOCTH .
ID UHTEPCTULMANbHbIN HedpKT,
K MHrnéutopam Ard
NMOJIMKMCTO3 MOYEK
MporpeccupoBaHune HedponaTtuu, yxyaweHne GyHKLUK NoYek,
DD CHUXEHWe CKOPOCTU KITy6o4YKOBOM dunbTpaumu,
YYBCTBUTENBHOCTU K MHrMbUTOpam AMNd 1 6nokatopam
peLenTtopoB aHrnoteHsuHa Il (AT-R)
ANG M235M BnaronpusTHbIM UCXOA, COXPAHHOCTb MOYEYHbIX GYHKLIMIA IgA-HedponaTus
M235T MeHee 6naronpusaTHbIN Ucxon
T235T MporpeccupoBaHune HedponaTnm, CHUXREHNE GYHKLIMK NOYEK
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TapHbIX 6€KOB ¢ 6eNKaMu WwenesBnaHon anadparmel U ¢ 6en-
KaMu Me3aHrvanbHOro maTtpukca (tabn. 3). BawHylo posb
npv 3TOM UrpaeT B3auMoaencTBue 6eNKOB LWenesnaHon ana-
dparmbl C aKTMHOBbLIM CKENNIETOM MOoAoLUMTa, peryinpyemoe ¢
y4yacTMem aare3vBHbIX MOJIEKYSl, HOBblE K/acCbl KOTOPbIX
OTKpbIBalOTCA Ha 6a3anbHOM MembpaHe Kny6o4ykoB. OCHOB-
HbIMU MPUYUHAMU CrIaXMBaHUSA OTPOCTKOB NOAOLUTOB, BEAY-
Wero K MNpoTEUHYPUU, ABNAIOTCHA: U3MEHEHUS LLEIEBOM
AnadparMbl U romepynsapHon 6a3anbHOM MemM6paHbl; Hapy-
weHWe B3auMMOLEWNCTBUSA MOLOLMUTOB C [IOMEPYNSIPHON
6a3anbHON MeMOPaHON; UBMEHEHWE aKTUHOBOIO LIUTOCKeNe-
Ta NoJOLMTOB, CBA3@HHbIX C HUM GENKOB, a TaKXKe — oTpuLa-
TE/IbHO 3apsXKEeHHOW anuKanbHOM MeMO6paHbl NOLOLUTOB.
CoBpEMEHHbIE 3HaHUSA O PoNW NOLOLMTOB B romeoctase
naTonorMn rnomMepyn U3MEHSIOT Hallu NpeacTaBieHns o na-
TODU3NONOrMK TNOMEPYAPHBIX BONE3HEN U CNyXaT OCHOBa-
HWEM 4S9 HOBbIX NMOAXOLOB K UX Tepanuu. Pedb MOXKeT natm o
NneKapcTBax, MPOTEKTUBHbLIX A1 MOAOLMTOB, Yynydllalowmx
3KCMpPEeCcCcHIo NPOTENHOB LLEeNeBON anadparmbl, UK Jaxe o
CTUMYNSALKUK pereHepaTMBHON NponudepaLmm NoLoLMTOB.

B nocnegHue roga akTMBHO M3Yy4aloTCs MEXaHWM3Mbl Nporpec-
CUpoBaHUs 60ne3HeNn noyekK, poib GaKTopoB pPocTa U XEMO-
KMHOB B 3TOM npouecce. CyllecTByloliMe NpeacTaBneHns o
CTafMsAX Pa3BUTUSA NPOrPeCCHUPYIOLLErO BOCNANIEHUSA CBEAEHbI
B YHMBEpPCa/bHYO CXeMy, BblaeneHbl HavanbHas dasa, pasa
pacnpoCcTpaHeHUs, NPOrpeccupoBaHns U TepMUHanbHag —
CMopLMBaHKe NoYKK, ypemus [3].

JTlo6oe noBpexeHne Bbi3biBaeT 06pa3oBaHue NpoBocnasu-
TeNbHbIX MEAMATOPOB, KOTOPbLIE B CBOIO 04epelb CTUMYIUPY-
0T MHOUABTPALMIO NIEMKOLMTaMU B MeCTe MOBPEeXAeHUS
(puc. 1). Mpoponxatolleecs AENCTBUE XEMOKMHOB B KOHeEY-
HOM WTOre Yyepes CTUMyNALMIO Makpodaros, GpubpobnacTos,
Me3aHruanbHbIX KNEeTOK BefeT K BOCManeHUIo KIy6o4KoB U
nponndepaunm UHTEpCTULManbHbiX GubépobnacTos, YTO CO-
NPOBOXA8EeTCH «MOYEBbLIMU CMHAPOMaMu», B TOM 4ucCne npo-
TenHypuen (cM. puc. 1).

OfHOBpPEMEHHbIE UCCNefoBaHUA NPO- M NPOTUBOBOCMANN-
TeNbHbIX LLUTOKMHOB, a TaKXe aAre3nBHbIX MONEKYS, NpoBe-
[leHHble COTpyAHUMKaMu Hay4Horo LieHTpa 340poBbs AeTew
PAMH, no3BonnnvM B KIMHUYECKMX YCOBMSX MOATBEPAWUTb
NPOCKNEPOTUYECKYIO PYHKUMIO TpaHCchOopMUpytoLero dakTo-
pa pocta (TPP) B npu nporpeccupyoliem rnomepynoHedpu-
Te. Kpome TOro, nokasaHo, YTO YKa3aHHbIA LIUTOKUH MOXET
ObITb MapKEPOM CKJIEPO3MPOBAHUSA NOYEYHOM TKaHW. BbicKa-
3aHO MPEANONOXKEHNE O BO3MOXHOM [edeKTe reHa UHTep-
nenkuHa (MJ1) 10 y 6onbHbIX ¢ nanonatndeckum HC. B Hayu-
HOM LEeHTpe 340poBbs aeter PAMH Takxe 3aBepllieHOo
uccnefoBaHMe BbICOKOYYBCTBUTENBHOIO MapKepa aKkTuBa-
UMW MOHOLMTAPHOro 3BEHa KIIETOYHOro UMMyHUTETa — 6en-
Ka HeonTepuHa, LUMPOKO UCMOJSIb3YyEMOro B TPaHCMIaHTOsO-
MU ONA OMArHOCTUKM OTTOPXEHMS TpPaHCMIaHTUPOBaHHOM

Ta6nuua 3. benku weneBngHon guadparmol

NnoYKku. Ha ocHoBaHWM OGHapPYXEHUSA BbICOKOIO YPOBHS HEO-
nTepuHa B KPOBM U MaKCUMMasbHO BbICOKOW €ro 3KCKpeLuu
nencTeylownmun HedpoHamu y fetei ¢ XMH BbIABUHYTO npes-
NONIOXKEHWE O NPOCKIEPOTUYECKOM ENCTBUU 3TOr0 GenKa.
XOTS BAUSIHWUE Ha4aNbHOM0 CTUMYNa MOXET YMEHbLIUTLCS UK
BOBCE OTCYTCTBOBAaTb, CTPYKTYPHblE MOBPEXAEHUSA TKaHU B
pesynbraTe 0CTPOro BoCnaneHns MoryT okasaTtbes HeobpaTu-
MbIMU. BoBneKaloTcs pyrme MexaH1M3Mbl, CBA3aHHble C Npo-
TEUHYPUEWN U YyMEHbLUEHUEM KONMyecTBa paboTatolmx Heod-
POHOB. OCTOSIHHO CTUMyNUpyemMas NPOLYKLIUA XEMOKUHOB
NPUBOAMUT K PacnpoOCTPaHEHUIO BOCNANEHUS B MHTEPCTULLUM,
K eCTPYKLMM Kanunnsapos, TY6ynspHon atpodum, nporpeccu-
PYIOLLEMY CHUXEHMIO DYHKLIMI NoYeK (CM. puc. 1). Mpu 6naro-
NPUATHOM MCxofe oTMeYaeTca das3a pas3pelleHns, xapaKkre-
pU3yoLWancsa CHUXKEHUEM MPOAYKLMU XEMOKHUHOB.

Mcxoaa U3 npefnoXeHHOW cxembl BOCNANEHUs, MOXET ObITb
HECKOJIbKO HarnpaB/iieHWMI MPOTUBOBOCMNANUTENIbHOM Tepanuu:
6710Kaja afre3vBHbIX MOJIEKYN, NPUMEHEHUE aHTarOHUCTOB
XEMOKMHOBbIX PELLENTOPOB, NojaB/eHne NPoaYyKLUN XEMOKK-
HOB, 3/IMMUHALMUA «XEMOKMHOBLIX» NIEMKOLMUTOB. Haunbonee
NepcrneKTUBHOM cyMTaeTca pa3paboTKa aHTaroHNCTOB XEMO-
KWHOBbIX peLienTopos [4, 5].

O4HMM M3 YacTHbIX HanpaBfiEeHUH B U3Y4EHUU MEXaAHWU3MOB
nporpeccupoBaHns 6one3Hen NoYeK ABNFETCA UCCnefoBa-
HUe TyOyNnouHTEPCTULMANbHBIX U3MEHEHUIH. [pruopuTeTHbIE
paboTbl MO AMArHOCTUKE YKa3aHHbIX M3MEHEeHWN npuHaane-
aT OTeyeCTBEHHbIM Hedponoram. TybynouHTepcTULManb-
Hble U3MEeHEeHUs MPeACTaBAATCA MOAENbIO «MOPOYHOIO
Kpyrar»: LUTOKUHbI, NpoayLmpyemMble iMMboLUTaMu, UHOUNBT-
PUPYIOLLMMWU UHTEPCTULMN, CTUMYIUPYIOT APYrue KIEeTKM,
npexae BCero, CO6CTBEHHO peHasibHble, K NPOAYKLIMK HOBbIX
LIMTOKMHOB (puC. 2). B uccnegoBaHusx, BbINOMHEHHbIX COTPYA-
HUKaMu Hay4Horo ueHTpa 3popoBbsa geten (HU34) PAMH,
Hapsay ¢ yCTaHOBIEHUEM POJIM NMPOBOCMANUTENLHbIX LLUTOKK-
HOB B Pa3BUTUMN TYGYNTOUHTEPCTULMANBbHBIX UIBMEHEHWUH BNeEp-
Bbl€ JOKa3aHo y4acTue B naToreHese aTux U3MEeHEeHUM Xxemo-
TaKCUYeCKoro Ans MoHouutos 6enka-1 (MCP-1) [6].
OHLOTENIMH — caMblil MOLLHbLIN U3 U3BECTHbIX BA30OKOHCTPUK-
TOPOB, OH B JlECATKM pa3 aKTUBHeE aHrnoTeH3unHa Il n okasbl-
BaeT 6o/ee AnuTeNnbHOe AencTBue. ITOT NenTug 3HAOTENU-
anbHbIX KIETOK UMeeT 3 n30dopMbl, Koagupyemble 3 pasHbiMu
reHamun. NaeHtuduumnpoBaHbl 2 cybTvna 3HAOTENMANbHbIX
peLenTopoB K 3HAOTENWHY. N3ydaloTca aKCnpeccus AaHHOro
6eflka pa3HbiMU TUMNaMK KNEeTOK, YyBCTBUTENBHOCTb KIIETOK K
Hemy, apyrue (He Ba3OKOHCTPUKTOPHbIE) abdEKTbI IHAOTENU-
Ha, B TOM 4ucne u nponnudepaTtnusHbIN.

B noyke aHAoTennH BbipabaTbiBaeTCqd 3HAOTENNANbHbLIMMU,
Me3aHruanbHbIMKU U 3NUTENNanbHbIMU KneTKkaMu. MNoBblleH-
Hasi 9KCMNpeccus 3HAOTENIMHA COMPOBOXAAETCA ANUTENLHON
BA30KOHCTPUKLMEN, NOBLILLEHHON MaAKOMbIWEYHON NPOn-
depaLmen, yBeniMyeHMeM Yncna KNeToK B KIyeo4Ke, CTUMYNSA-

Benok XapaKTtepucTuKa
HedpuH MyTtauun reHa HedpuHa, NPHS1, conpoBoxatoTca NpoTEUHYPUEN U CrNaKnBaHUEM OTPOCTKOB NOLOLMTOB
Neph-1 Mpun HapylweHnn B3anmoaencTeus ¢ HebprMHOM 06yCNOBAMBAET NPOTEUHYPUIO
Z0-1 Ob6ecneynBaeT B3aMMOAENCTBUE C aKTUHOM (/1IOKanM30BaH C LUTONIa3mMaTuyeCcKom CTOPOHbI)
CD2-AP B3aumopeiictyeT ¢ CD2-peuentopamu T nMMOOLMTOB, HEGPUHOM, NOAOLMHOM, aKTUHOM

FAT-cemencTBo KaarepMHoB

YTpaTa ero Bbi3blBaET CrinaxnBaHWe OTPOCTKOB MOAOLMTOB U MPOTEUHYPUIO

P-KaarepuH

BrnokupoBaHue ero BeaeT K NpoTenHypumn (IoKanm3oBaH ¢ HedpuHom 1 Z0-1)

MopoumH

¢ CD2-AP n HedprHOM

Mytauus reHa nogoumHa, NPHS2, coyeTtaeTcsi ¢ aytocomHo-peLieccuBHbiM CPHC, B3anmoaencTeyet




Puc. 1. JuHam1Ka U3MEHEHWI B TKAHW MOYKM NpU ee anbrepalmmn

HavanbHana ¢pasa

quHKLlMVI NoYeK COXPaHEeHbI

Y

MepBoHavYanbHoOe NOBpPEXAEHUE: UMMYHHbIE KOMIJIEKCHI,

TOKCMHbI, TMIMOKCHS, MEXaHUYEeCKOe BO3eNCTBHE

'

| BbicBOGOXKAEHWE XEMOKMHOB NMOYEYHbIMU KIETKaMu |

'

| DuKcaumns XeMOKMHOB Ha aKTUBUPOBAHHOM 3HAOTENNUN |

Y

| AAresus NenKoLMTOB K 3HAOTENNIO |

'

dasza nporpeccupoBaHuA

DYHKLMUMU NOYEK HapyLIEHbI

'

JlenKouuTbl, MHPUNBTPMPOBABLLME TKaHb, U, BO3SMOXHO,
GUBPOLUTLI, CEKPETUPYIOT BOJbLIOE KOIMYECTBO XEMOKUHOB
1 MeanaTopos

Y

BbleneHve xeMOKMHOB KieTKamu rnomMepyn
Mponudepauma makpodbaros, Grépob1acToB, Me3aHrManbHbIX KIETOK
CUHTE3 KOMMOHEHTOB 3KCTPaLeNNoNSPHOro MaTpukca

Y

| MoBpexaeHne roMepynsipHbIX KIy604KOB M NOAOLMTOB |

'

| MpoTenHypusa |

®dasza paspelieHus ®da3za nporpeccupoBaHus

Hopmanusauusa XMH |
Wnu ctabunusauunsa *
GYHKLUMIA NoYeK
MepcuctvpoBaHue
+ noBpexjatoLlero
3aBeplieHune BO3/ENCTBUS, TMMOKCHS,
nepBoHaYanbHOro npoTenHypusa
BO3/enCcTBUA *
+ MpoaomkeHne BblaeneHns
MpoTMBOBOCMANUTENbHbIE XEMOKNHOB
meauatopsl T, +
XEMOKAHbI |, M6enb KanunNspoB co
Kneto4Has nponudepaius |, CHUXEHMEM OKCUTreHaunm
anonTos KNeToK 1 +
* - Heo6paTtnmble CTPYKTYpHble
BocctaHoBneHne GyHKLUNUM NoBpEXAEHNS
noyek +

Mporpeccupytoliiee CHUKeHUe

noYeyHbIX GYHKLUM

unen dnbpobnactoB C rMNepnpoayKLUMeEn MHTUMbI, YTO B UTO-
re 4Yyepe3 CHWIKEHWE KPOBOTOKA M CKOPOCTW KIyGOYKOBOM
dunbTpaumu, T.e. Yepes UWEMUIO NMOoYeEK, NPUBOAUT K pa3Bu-
TUIO TOMEPYSIOCKIEPO3a 1 apTepuanbHon runepteHsum (Al).

Puc. 2. MNatoreHe3 nameHeHnn Ty6yNOMHTEPCTULIMANBHON TKaHM
npv Hedponatnax

e on, | [ Tormreiene
MCP1, TOPB, n T numboumToB ToPB,
Wine, uns, B UHTEPCTULMI MCP1,
3HAOTENMH 1 1m 3, g PDGF, ATII
OCTEONOHTHH CeKpeLmns LUTOKMHOB
1 GaKTopoB pocTa
\// \K
ATpOodUSA KaHanbLEBbIX
KNeToK »| PubpobnactHas
1 nponudepauuns
MoBperkaeHne !
KaHanbLLeBOro anuTenus, ToPB, PDGF, Cknepos
CeKpeuust LUTOKMHOB, 3HAOTENMH 1 MHTEPCTULMS,
daKTopoB pocTa ero
1 paclumMpeHune
TyGynsipHasi TMMOKCHA |
MpoTenHypus

AKTMBaTOpaMu 3KCMNpPEeccuu U(Unn) CMHTE3a 3HAOTENNHA SB-
NATCA: TPOMOUH, TOP B, apruHUH, Ba30NPECCUH, aKTUBaTO-
pbl NpoTenHKUHa3bl C, anuHedpuH, 6paankuHuH, W1 1[3,
®HO «, 3HAOTOKCHH, LIMKJIOCNOPUH A.

B uccnepoBaHumax, BbINOMHEHHbIX B Hay4HOM LieHTpe 340p0-
BbA ageter PAMH, BnepBble B yCNOBUAX KIMHWKW yaanocb
NPOAEMOHCTPUpPOBaTh 40303aBUCUMbIN 3OPEKT OKCHaa a3o-
Ta — OAHOro M3 MapKepoB 3HAOoTeNnanbHON AUCHYHKLIMK,
0COBEHHO BbIpaxKEHHOW Npu rnomepynoHedpuTe, CONPOBOK-
natowemces Al

OnpeaeneHHbIM Nporpecc B 0Te4eCTBEHHOM KIIMHUYECKOM He-
dponornn cBa3aH ¢ pacnpocTpaHeHMeM METOAO0B McCneno-
BaHua (HedpocuuHTUrpadus, CYyTO4YHOE MOHUTOPUPOBAHUE
apTepuanbHOro fJaBrieHusl, 6GMONCKUA MOYKKM, UCCefoBaHue
ONCMOPOHbBIX 3PUTPOLIUTOB, MUKPOANbOYMUHYPUK), yay4Luato-
LMX AMarHOCTUKY nporpeccupylolnx 6ose3Hen noyek — Ta-
KWX, Kak pednioKc-Hedponatus, IgA-Hedponatus, anabetu-
yecKasi HepponaTtus, MHorMe GopMbl XPOHUYECKOTO roMepy-
NnoHedpHUTa — KaK NEPBUYHOrO, TaK U B paMKax CUCTEMHbIX
3aboneBaHunm.

PazBnBaemoe nNpenMmylLeCTBEHHO OTEYEeCTBEHHbIMU HedPO-
floraMu HanpaBfieHWe — WU3y4YeHUe POSK HebnaronpUATHbIX
$aKTopOoB BHELIHEN cpeabl B Pa3BMTUM NATONOMMK NMOYEK; UH-
Tepec K 9TOMy HanpaBieHWto onpaBaaH AENCTBUTENLHO MNIO-
XOWM 3KONOrMYECKOM CUTyalMen B CTpaHe.

B ynpouieHHOM BMAE MOXHO BblAENNTb 3 FPynmnbl MOAXOA0B K
Tepanuu nporpeccupytoLmMx 6one3Hen NoyeK (npexae Bcero
rNMOMEPYNSAPHbIX): CUCTEMHAs MMMYHOCYMNPECCHS, NIoKanbHas
MMMYHOCYNpeccus, BO3AENCTBME Ha OTAENbHbIE NAaTOreHEeTH-
YeCKue 3BeHbS 60JIE3HM.

PasBuTE CUCTEMHON UMMYHOCYMPECCUU BKIOYAET yBENNYE-
HWEe 003, AJMUTENbHOCTM KypCOB, COYETaHWe HECKONbKMUX
MMMYHOCYMNpPECCUBHbIX npenapatoB. Hedponormyeckas
KnnHuka HU3J PAMH nepBoil Havyana NpUMEHSATb MHO-
rMe HOBble MeToAbl Tepanuu, paspaboTaHHble B MUpe,
0COBEHHO B le4eHnn rnomepynoHedpputa. B HacTosllee Bpe-
M$ B KJIMHWKE NpUMeHsoTes npoToKonabl Mendoza, Valdo, ¢
BK/IIOYEHWEM MyNbC-TEPANUU KOPTMKOCTEPOMAAMHU, anpobu-
poBaHbl U BHEAPEHbl Ne4YeHne LUMKIoCcnopMHoM A n Mode-
TMNa MUKodeHoNaToM.

JloKanbHaa MMMyHocynpeccust — NepPCneKTMBHOE Hanpase-
HWe B Tepanuu Nporpeccupyronx 3abonesaHuin. Teopetnyec-
KOW OCHOBOW TaKoK Tepanuu SBASOTCA NpeaCcTaBEHNS O BaXK-
HOM PO XEMOKMHOB B Pa3BUTUKM BOCMANEHUS W CKiepo3a.
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B aKkcnepuMeHTe nosy4yeHbl NOSIMKIOHabHbIE aHTUTENa NpPo-
TUB XEMOKWHOBbIX PELENTOPOB, MPUMEHEHUE 3TUX aHTUTEN
CHWXXano NevKouuTapHyto MHOUALTPaLMIO U YyMeHbLuano Gué-
PO3 MOYEYHOM TKaHWU Yy IKCMEPUMEHTaNbHbIX YXWBOTHbIX.
bucneundunyHble aHTUTENQ CBA3LIBAIOT XEMOKWHOBbIE pe-
uentopbl Ha numdountax n CD3+ T numdboumTax (Mnn 3K30-
TOKCUH GaKTEPUIN U XEMOKMH), 4TO NOBYXKAAET UX YHUYTOXKATb
KNETKY-MULLEHD [7].

Mpumepom 3PbEKTUBHOIO NMPUMEHEHUA MOHOKNOHaNbHbIX
aHTuTen npotue CD20 aHTUreHa B-KNeTOK MOXKeT 6bITb neve-
HWe MeM6paHO3HOM HedponaTum npenapaTtoM pUTyKCumao.
MepcneKkTMBHO co3haHue NoAOLUTO-NPOTEKTOPHLIX Npenapa-
TOB. [0 aHanoruun ¢ 6nokatopamu AP 1 aHTaroHUcTamu pe-
LenToOpOB aHrMOTEH3UHA NEPCMNEKTUBHLIM MOXET OKa3aTbCH
NPUMEHEHUE aHTarOHUMCTOB PeLENTOPOB 3HAOTENMHA. YXKe
[lOKa3aHo, 4YTO YMEHbLUEHNE NPOTEUHYPUU NPU NIEHEHUN BO-
KaTopamMu peLenTopoB aHrMOTEH3MHa co4YeTaeTcs C HopMa-
Nnn3aumen akcnpeccun HedpuHa. MNpu aKcnepuMeHTanbHOM
[nMabeTM4yecKon HedponatMn NPOTEUHYPUS MNpPeKpallaeTcs
npv NpUMeHeHun UHrueutopoB AP u aHtuten K TOP B.
OfHaKo, HECMOTPSA Ha O4eBUAHbIE MEPCNEKTUBbI MPUMEHE-
HUS MHTMGKUTOPOB AlND 1 6/1I0KATOPOB PELIENTOPOB aHMMOTEH-
3WHa, MHOrMe npenapaTtbl 3TUX IPYNMn He MNPOLWIU KIUHUYeC-
KWe UCMbITaHUa y aeTen.

K 6e3ycnoBHbIM ycriexam oTe4eCcTBEHHbIX HePOIOroB cneay-
€T OTHEeCTU pa3pabOoTKy KIAMHUYECKUX PEeKOoMeHauun u
NPOTOKO/a MO AUArHOCTUKE U NIeYEHUIO UHPEKLIUM MOYEBOM
cuctembl. Lenecoo6pasHa nogobHas AOrOBOPEHHOCTb MO
TEPMUHONOTUN U BEAEHUIO MHOTUX APYrMX 60NE3HEN NoYeK.
B HacToslwee Bpemsa AOKa3aHO MNPOTMBOBOCMANUTENbHOE
[lencTBMe CTaTUHOB, AN NMPUMEHEHUSA KOTOPbIX HECKOJbKO
NeT Ha3aj TeopPeTUHEeCKUM 060CHOBaHMEM ABNSIUCH UX aHTU-
runepanMnuaemMu4yeckne ceomctea. ECTb cooOLLEHUS, B TOM
4yucne B OTEHECTBEHHOW NnTepaType, 06 yaayHOM OnbITe Npu-
MEHEHUS CTaTUHOB B HEKOHTPOMPYEMbBIX UCCNEeLOBaHUSX,
npv CPHC. HoBble 060CHOBaHMSA NONyYeHbl AN NPUMEHEHUS
npv 601e3HAX NOYeK, B TOM Yucne npu CPHC, aHTMOKCHAaH-
TOB. Hapsagy co ctaTMHamu, aHTUOKCMAaHTaMu, aHTUMKoary-
NAHTaMK, U3 NpenapartoB, BO3LENCTBYIOWMX HA OTAE/bHblE
3BeHbs natoreHeza CPHC, Hanbonbluee npuMeHeHne nosy-
YUnn MHrMéuTopbl AMP 1 6noKkaTopbl peLenTopoB aHrMoTEH-
3unHa. NoMmMMo nNpsMoro Ha3HavyeHusa npwu Al, 3TW nNpenaparsl
MCMNONb3YITCH C aHTUNPOTEUHYPUHECKOM U PEHOMPOTEKTOP-
HOWM Lenbto. B HefaBHUX KOHTPOMPYEMbIX UCCNIEA0BaHUAX Y
B3POC/bIX NaLMEHTOB NOJy4eHbl JOKa3aTenbCcTBa 3amepe-
Hua nporpeccupoBaHuns PCIC npu co4eTaHHOM NPUMEHEHUN
MHrM6UTOPOB AP M 6NOKATOPOB PeLenTopoB aHrMOTEH3H-
Ha. HecmoTpsi Ha O4YEBUAHYIO LLeNecoobpasHOCTb NpUMeHe-
HWSA 3TUX NPenapaToB Uy IeTEN C MPOrpeccupyowmnmmn 6ones-
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HAMMW MOYEeK, [0 HaACToSWEro BPEMEHU MHOTME M3 HWUX He
nmetoT obuLManbHOM perncTpaunmn B peectpe CpeacTs, pas-
peLIeHHbIX K MPUMEHEHWNIO B NeanaTpuu.

Takum o6pa3om, Nnpobaemon, Tpebytowen GbicTpenlero pe-

LEeHWs B Hallen cTpaHe, ABNSeTcs pa3BuUTUE 3aKOHOAATEe b-

HOM M MaTepuanbHoOM 6a3bl A48 3aMecTUTEeNbHOW Tepanuu

netew ¢ XINH — TpaHcnnaHTaumm noyku 1 anann3a. OCHOBbI-

BasiCb Ha aHanM3e OTeYEeCTBEHHOW M 3apyOGexHOM Hay4yHowm

nuTepaTtypbl, NEPCNEKTUBHbIMU Hay4YHbIMW HanpaBleHUAMMU

ans HeppPoNormn MOXKHO CYUTaTb UBYYEHKE:

1. CTpyKTypbl U nonumopdmamMa reHoB, OTBETCTBEHHbIX 3a
pasBUTHE U TeHeHMe 6oNe3HEeN NoYeK.

2. MexaHM3MOB pPa3BWUTUA M BO3MOXHOCTEM KOPPEKLMUM
cuHApoMOB, pasBuBatowmxca npu XMH y geten, B ToM
yucne B YCNOBMSX Tepanuu remoavanvMaom u nocne
TpaHcnNaHTaLUmn NOYKM.

3. ®daKtopoB nporpeccrMpoBaHmsa pasHbix GoOpm rnoMepyno-
HedpwuTa, C 0COOLIM BHUMAHUEM K CUCTEME XEMOKWHOB,
3HAOTENNANbHON AUCHYHKLUMKU C Lenbio 060CHOBaHUA
HOBbIX TepaneBTUYECKNX NOAXOA0B, BKIOYAs MOWUCK CMno-
c060B 3aMe/IEHNs MPOrpPeccMpoBaHma NPU PasHbIX KIu-
HUKO-MOPdONOrM4ecKnx BapmaHTax 6one3Hun. Anpobaums
HOBEWLLMX METOAOB NEeYeHUs, BKIOYasa NOKaNbHYO UMMY-
Hocynpeccuto.

4. MexaH1M3MOoB BO3HMKHOBEHWUS W MPOrpeccMpoBaHms ped-
JIIOKC-HedponaTnn, BO3IMOXKHOCTEN ee npeaynperaeHns.
Pa3paboTka MeTo0B NPOPUNAKTUKM PELNANBOB UHDEK-
LMY MOYEBbIBOASLLEN CUCTEMBI.

5. lMogounTapHbix GENKOB, BKIOYaA MX NPOAYKLUMIO, B3au-
MOAENCTBUE, FTEHHYIO PErynsaLmio 3TUX NPOLECCOB, Posb B
pPasBUTMU NPOTEUHYPUUN U B MPOrPECCUPOBAHMM TNIOMEPY-
noHedpuTa 1, BO3MOXKHO, APYrux 60ne3Hen noyek. Boisic-
HEeHWe BIUSIHUS IeKapCTBEHHbIX NpenapaToB, NpUMeHse-
MbIX B HEPPONOrM4YECKOM KIIMHUKE, Ha COCTOsIHME BENKOB,
BXOASILLMX B COCTaB KNy6o4YKOBOro punbsrpa.

6. JlekapctBeHHoOro natomopdo3a 60ne3Hen noyeK, B TOM
4yucne MeToaoM NOBTOPHbIX GUOMCUIA MOYKM.

7. MexaHM3MOB Pa3BUTUS OTAENbHbIX CUHAPOMOB Mpu 60-
NIE3HAX MNOYEK — KaK AaBHO U3BECTHbIX TaK Ha3blBaeMbIX
«B60JIbLUNX CUHAPOMOB» (HedbpoTuyecku, Al 1 T.4.), Tak 1
OTHOCUTENbHO HEeAaBHO BblENEHHbIX (TMNepoKcaneMmnu,
rMNEepPromMoLnCcTEUHEMUN, IHAOTENMANBHON AUCHYHKLINN),
MX y4acTus B NpPOrpeccupoBaHn 6one3Hen noyex ¢ ue-
Nbl0 Pa3paboTKM NX KOPPEKLIUN.

8. BbhKMBaeMocTu aeten ¢ 60ne3HAMU MOYEK B YCIOBUSAX
COBPEMEHHON Tepanuu, C y4eTOM KadecTBa XU3HW, BKIIO-
Yyasi CpaBHUTENbHbIE UCCNEA0BaHUSA BIUSHUSA Ha KayecT-
BO YXM3HM pa3HblX BUAOB Tepanuu, B TOM YUCe remoamna-
NIU3a U TpaHCcMnNaHTaLnmn NOYKM.
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